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eHbl C GOJIBLIMMH TPYAHOCTAMH. Takas NPOTHBOpeYHBast
CUTyanus oOycJ0BJEHA ABYMs OCHOBHBIMHM NPHUYMHAMU. Bo-
nepBblXx, AU’ — OoTHOCHTe/NbHO pejikoe 3a6o0JieBaHUe, a BO-
BTOPBIX — BeCbMa reTeporeHHoe.

Kak u npu Jpyrux peakux 3abojieBaHMsAX, IpOBeJieHHe
KJIMHUYECKHX MCCIe[loBaHUM 3aTPyJHEHO HeXBaTKOMW MalH-
€HTOB, KOTOPBIX MOXXHO BKJIOUHUTBb B HccaefoBaHue. C Apy-
Ol CTOpPOHBI, YTO, BO3MOXKHO, U 60Jiee BaXXKHO, dpapmalieB-
TU4YecKasl IPOMBILIJIEHHOCTb NMPOsIB/IAET cJIabbli HHTepec K
pa3paboTke 3PpPeKTUBHBIX celUPUIECKUX JIeKaPCTBEHHbIX
CPeACTB JJF peJIKUX 3a60J1eBaHUH, TIOCKOJIbKY PBIHOK CObITA
3TUX NIPO/YKTOB BeCbMa orpaHuyeH. bosbloe pasHoo6pasue
XapaKTepPUCTHUK NalMeHTOB U KJIMHHUYEeCKUX NPOsSBJIEeHHUH 3a-
60JIeBaHUs NPEMNSTCTBYIOT MPOBEIEHHUIO HCCAe0BaHNMN, Ha-
NpaBJIeHHBIX KaK Ha JIMaTHOCTHUKY, Tak U Ha JieyeHUe. CIEeKTp
BO3PaCTHBIX XapaKTePUCTHUK 3a60J1eBIIUX OYeHb LIMPOK — OT
rpyAHbIX feTel fo 80-smeTHUX cTapukoB. AU' MoxkeT UMeTh
KaK MpaKTHYeCKH He3aMeTHOe CyOKJMHUYecKoe TedeHMe,
TaK U OCTpOe, MHOT/Ia C pa3BUTHEM MOJIHUEHOCHOH NeYyeHo4-
HOM HejocTaToYHOCTU. MHOrAa Teyenue AUT cymecTBeHHO
MeHseTCsl, IeEPUO/Ibl KaXKyll|eHcsl CIOHTaHHOM peMUCCHU CMe-
HSIIOTCSl Pe3KUMHU 060CTPEHUSIMU UJIH BAJIBIM TeueHueM. AU
MOXKeT ObITb CBSI3aH C PAJOM JAPYyTrUX 3a60/IeBaHUM NleYeHH, B
YaCTHOCTH C X0JIECTaTHYE€CKUMHU 3260/IeBaHUAMH — MEePBUY-
HBbIM 6uMapHbIM 1uppo3oM (I1B11) uiau nepBUYHBIM CKJIepO-
3upyrwimumM xosaHrutoM ([1CX), a Takxke ¢ JieKApCTBEHHBIM
noBpexaenueM nedenu (JIII), a1KorosbHbIM U HEAJKOT0JIb-
HbIM cTeaTorenaTutoM (HACI) WMaM BUPYCHBIM renaTUTOM.
Kaxzaoe cocTtossHue Mo0-CBOeMy 3aTpyAHSeT JUAarHOCTHUKY
U JedyeHHe. HecMOTpsa Ha 3TH CJI0XHOCTH, B AUAarHOCTHKE U
sedenun AUI ocTUrHyThl 3aMeTHble ycnexu. B HacToswmwee
BpeMs y NMaLlMeHTOB, KOTOPBIE JIeYaTcs B CHEelHaJn3UpOBaH-
HBIX LleHTpaX, HabJl0JjaeTcsl OYeHb XOPOIIUHM MPOrHO3 KaK B
OTHOLIEHHUH NPOJOJKUTENbHOCTH )KU3HHY, TaK U ee KauecTBa.

Llesb JaHHBIX peKOMEeHJALUH M0 KJIMHUYeCKON NPaKTH-
Ke — 00ecle4uThb rernaTo/oroB U Bpadyel o6Ield MpaKTHKU
MeTOAMYEeCKUMHU YKa3aHUAMH IO JUACHOCTHKE U JIeYeHHIo
AWl ¢ nenblo yNy4liuTh OKa3aHUE MEJMIMHCKOW MOMOILU
nanyeHTaM. YYUThIBask HeZOCTAaTOYHOE KOJUYeCTBO JaHHBIX,
MOJIyYeHHBIX B X0Jle KPYIHBIX KOHTPOJIMPYEMBIX HCCIel0Ba-
HHH, MHOTHe peKOMeHJallUM OCHOBaHbl Ha COIJIACOBAHHOM
MHEHHMH 3KCIepTOB. B ompeje/ieHHON CTeneHU 3TO MOXKHO
paccMaTpuBaTh KaK HeJOCTaTOK, OAHAKO B TO e BpeMs B
3TOM €eCTb U CBOSI CUJIbHAsI CTOPOHA: COVIACOBAHHOCTb MHe-
HUM B JJaHHBIX peKOMeHJalUsX JAOCTUTHYTa B XO/e UHTEH-
CUBHBIX 006CY/IeHUH 3KCIIepTaMU U3 KPYIHbIX KJIMHUYECKUX
LeHTPOB. YJileHbl OCHOBHOM COIJIaCUTEIbHOM IPYNINbl HMEIT
OTIBIT HENOCpeICTBEHHOTO JieyeHus Gosiee 1000 manueHTOB
¢ AWI. /lanHble peKOMeHZAUMU U3y4eHbl KaK INpaBJeHUEM
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KiinHu4yeckue pekoMeHJaluu

Ta6smmua 1. Knaccudpukanus pekoMeHJanMii o CTeneHu A0-
Ka3aTeJIbHOCTHU

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

11-1 KoHTponupyemsble nccnenoBaHus 6€3 paHooMmnaaumm

11-2 KoropTHble aHanUTnyeckne nccnenoBaHms nnmn nccneno-
BaHUS TUNA «CIy4ai-KOHTPOb»

11-3 MHOXeCTBEHHbIE HABIOAEHNS, CYLLLECTBEHHbIE HEKOHTPO-

JimpyemMble 3KCNEePUMEHTbI

I MHeHVe NpU3HaHHbIX aBTOPUTETOB, ONUCATENbHAs anNuae-
Muonorus

C usMeHeHusMH us [1].

EBporneiicko# accouunanuu mno u3ydenuto nedyenu (EASL), Tak
YU BHEIIHUMHU 3KCIEpPTaMH, TOXe 006JIaJ[aloIUMU GOJTbLUIUM
JINYHBIM ONBbITOM. TakMM 06pa3oM, peKOMeHJaluu MNpej-
CTaBJISIOT CO60M UCTOYHUK UHOPMALIUU U YKa3aHUH, OCHO-
BAaHHBIX 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 HallMX 3HaHUH. Bce
peKoMeHJalluy MoApasyMeBawT efuHoriacHoe (100 %) co-
rjacve aBTOpoB. Kiaccudukanus creneHu JoKasaTesbHO-
CTH peKOMeH/lalliii OCHOBaHA Ha CHCTeMe OLleHKH KavecTBa
JI0Ka3aTeJbCTB U ybequTesbHOCTH pekoMeHgauuid GRADE
(Ta6a. 1) [1].

Inuaemuosiorus AUT

AUl — He mpoxojgliee caMOCTOSTENbHO XPOHHUYECKOe 3a-
6oJieBaHMe TeYeHHU, MOopakaloliee B OCHOBHOM KEHIIWH U
XapakTepHu3ywollieecsl THIepraMMariodyjinHeMuel (faxe B
OTCYTCTBHE LIUpPpPO3a), HAIMYHUEM LUPKYJUPYIOLIUX ayTOAH-
TUTEJ], CBSA3bIO C JIENKOLMTAPHBIMU aHTUIE€HAMH YesoBeKa
(HLA) DR3 u DR4, nepunopTa/JbHbIM TeaTUTOM HPH THCTO-
JIOTHYECKOM MCC/Ie/JOBaHUU U 6JIarONPUATHBIM OTBETOM Ha
MMMyHocytpeccuio [2-5]. Be3 siedeHus 3abosieBaHue 4acTo
BeJleT K LIUPPO3Y, TeYeHOUHON HeJ0OCTaTOYHOCTH U CMEPTH.

AWl cuyuTaeTcs peAakuM 3a60JieBaHUEM, €ro pacnpo-
CTPaHEHHOCTb cocTaBJssieT 16-18 caydaeB Ha 100 000 »xu-
Tesnedl EBponbl [6-11]. [lo HeZlaBHEro BpeMeHU CBeJleHUs O
3abosieBaeMOCTH U pacnpoctpaHeHHocTd AWI Ha momyis-
[MOHHOM YPOBHE U3y4a/IUCh TOJBKO B 2 HCCJIe[0BaHUAX [6,
9]. CneayeT OTMeTHUTD, YTO 6oJiee BbICOKAsi pacpOCTpPaHeH-
HOCTb YCTAaHOBJIEHA B PETrMOHAX C AOCTATOYHO CTAGUJIBHBIM
HacesieHHeM. Hanpumep, cpesii KOPeHHbIX XKUTeJel AJCKU
pacnpoctpaHeHHOocTb AMI cocraBnsier 42,9 ciayyas Ha
100 000 Hacenenus [12], B HoBoii 3enanguun — 24,5 cayvas
Ha 100 000 [9]. B xone nmpoBeneHHoro B JlaHuM o6IeHaLH-
OHAJIBHOTO IMOMYJALMOHHOTO HCCJIe/JOBaHUs OlleHeHa 3a60-
JIEBAaEMOCTb M pacnpocTpaHeHHOCTb AW mpakThyecku 3a
20-neTHul nepuos — ¢ 1994 no 2012 r. 3a 3TOT epUO, Bbl-
aByieH 1721 nanuenT ¢ AUT [13]. Han6osiee nopa3uTenbHbIN
BBIBOJ, CleJIaHHbIN UCC/Iel0BATENAMH, — 3TO 3HAYUTETbHBIH
poct 3a6osieBaemMocT AWUT, 4YTO HEBO3MOXKHO GBLJIO CBSI3ATh C
OTHOCHUTEJIbHBIM U3MeHeHHeM YPOBHs perucTpaluu 3abosie-
BaHuUs. 3a6osieBaeMocTb AUT B JlaHuu 3a nepuog ¢ 1994 no
2012 r. npaKTU4YeCKH yJBOUJIach, JOCTUTHYB B 2012 r. pac-
npoctpaneHHocTH 24 Ha 100 000 (35 Ha 100 000 cpesu >xeH-
muH) [13].

HaGutonaeTca HekoTopass BapHabesbHOCTb pacnpocTpa-
HEHHOCTHU U KJMHUYeCKUX npossieHudl AUl B 3aBucumocTu
OT 3THUYECKOW NpUHaJJIeXHOCTU. CpeJii KOPEeHHBIX XKUTe-
Jiel AJISICKU OTMevaeTCsl BbICOKAs YacTOTa OCTPOM KeITYI-
HOU popMbl Havasia 3ab6osieBaHus [12], a cpeu KOpPEHHOTO
HacesieHus CeBepHOW AMepuKM 3aboJieBaHHE BCTpEYAeTCs
yallle ¥ IPOTeKaeT TsKeJlee, YeM Y BbIXoA1eB U3 EBpomnbl [14].
Y adpoamepuKaHIEB yalle BCTpeyaeTcs LUPPO3, Yalle Ha-
6J10/jaeTcsl HeyZiaua JleueHUsl U 6oJiee BbICOKasi CMEPTHOCTb
[0 CpaBHEHMUIO C 6esbIMU aMepuKaHuamu [15, 16]. Y mekcu-
KaHCKHX METHCOB Yallle 00HApY>KUBAIOT LIUPPO3 NP 1EPBOM
obcseoBaHuu [17], a y manueHTOB JIaTUHOAMEPUKAHCKOTO
MPOUCXOXKJEHUs HAbJ/I0JJaeTCs arpecCUBHOe TedyeHHe (Kak
OMOXUMUYECKH, TAK ¥ TUCTOJIOTUYECKH) C OUeHb BBICOKOH Ya-
CTOTOM pasBUTHSA LIUPpO3a U XoJsecTasa [18, 19]. ¥V suy asu-
aTCKOTO NPOUCXOX/IEHHS U HEEBPOIIEHCKUX eBPOIIEOH /0B HC-
X0Zbl BecbMa HebsiaronpusaTHeI [18, 20]. HecMoTps Ha ToO 4TO
GOJIBIIMHCTBO W3 YINOMSHYTBIX BbllIe HCCIeJOBAaHUH GbLIN
pPEeTPOCNEeKTUBHBIMU U NMPOBEJEHbl B ClEelHaTU3UPOBAHHBIX
kJnHuKax CUIA, 3Ty HabwAeHUs cGOPMUPOBATIM MHEHHE O
BapHabesbHOCTU KJIMHUYECKUX GEeHOTHUIOB U 1cxo 0B AUT B
pasJIMYHBIX ITHUYECKUX IPYNIax B peJiesax 0JHOM CTpaHbI
Y MeX/ly CTpaHaMH. JTHU Pa3JIMuMs MOTYT CIYKUTb OTpaxe-
HUEeM TreHeTHYeCKOH INpespacrno/ioKeHHOCTH, BO3JeHCTBHUS
MECTHBIX 3THOJIOTHYECKUX PaKTOPOB U/UIK papMaKOreHOM-
HbIX MeXaHHU3MOB. BMecTe ¢ TeM OHU MOTYT GbITh 06YCJIOBJIE-
HbI U CJI0KHBIMM COLHa/IbHO-9KOHOMUYECKUMU NPUYHUHAMY,
TaKHMH KaK 0COOEHHOCTH OKa3aHHUsl MeJULIMHCKOH OMOLIH,
HeCBOEBPEMEHHas JUarHOCTHKA, KOHKYpUpYoliie GaKTOphI
pucka [21].

1. PacnpoctpaHeHHocTb AU B EBpone coctaBnsetr 15—
25 cnyyaeB Ha 100 000 xuTenen. HabniopaeTcsa pocT 3a-
6071eBAEMOCTU KaK Cpeam XeHLLUVH, Tak 1 Myx4uH (11-2).
AUI pa3BuBaeTCcs B NOObIX NOMyNSALMAX U BO BCEX BO3-
pacTtHbIx rpynnax (11-2).

KimHnyeckuii ciekTp

Kaunuueckue nposienenust AUI

B Havazne 1950-x romoB miBeACKUM Bpau fIH BasnbaeHcTpem
[22], a 3aTem Kunkel et al. [23] onucanu HOBBIN BUJ XPOHH-
YeCKOro rernaTuTa ¢ onpesieleHHbIMU 0CO6€HHOCTSIMHU, TaKU-
MU KaK NpeJipacloJIOKEHHOCTb K 3a60JIeBAaHUI0 Y MOJIOABIX
»KEHIIMH, MPOrpecCUpPYIOLUN XapaKTep Te4eHUs U O0ObIYHO
CMepTeJIbHbIA HCXOJl, HalW4Me apTparuu, 3HAOKPHUHHOMN
JUCOYHKLMH, KOXKHBIX CTPUH U yrpeBOH CbIIH, OYEHb BBICO-
KU YPOBEHb UMMYHOTIJIOGYJIMHOB B CBIBOPOTKE, KOPPETUPY-
IOIIUH € MOBBIIIEHUEM COJlepXKaHUs MJ1a3MaTHYeCKUX KJIeTOK
B nevyeHHU. B 1955 I. y 3TUX nalueHTOB 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 TEPMHUHOM «ayTOMMMYHHBIN renatut» [25], KOTOpbId B
1990-e rogbl nocJe 4yepeabl HECKOJIBKUX NPOYUX TEPMUHOB
ObL1 NPUHAT MexAyHapoJHOU rpynnoi mo usydeHutro AUT
(IAIHG) [26].

B HacTosiliee BpeMsa ycTaHoBJeHO, yTo AUl mpexcras-
JIgeT COOOM KJMHHUYECKH OCOOBIM CHHJPOM, XapaKTepH3y-
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IOIMIACA 3HAYUTEJbHOH TIeTepPOreHHOCTbI0 KJIHWHHUYECKHUX,
JIabOpaTOPHBIX M TUCTOJIOTHYECKUX NMPOsIBIEHUH (Tabu. 2).
Takum o6pazoMm, 06 AUT" cinepyeT AymMaTh pU 06C/1eJ0BaHUN
JII060TO0 NaleHTa C OCTPhIM HWJIM XPOHUYECKUM NOPAKEHHEM
HevyeHH, 0COGEHHO IPYU HAJIMYU U THIIepraMMaryo6yJIMHEMHUH,
a TaKXKe eC/IM y NallieHTa UMeI0TCs IPOsIBJIEHUS Ay TOUMMYH-
HbIX 3a60s1eBaHuM (Ta6.1. 3) [2-4, 26-28]. 3TUM 3a60J1€eBaHU-
eM TaK»e CTPaJaroT My>k4rHbI (0koJi0 25-30 % Bcex marjueH-
ToB c AUTI"). OHO MOXeT pa3BUBAThLCS B JII06OM BO3pacTe U y
JI1L, J1I060H aTHUYecKoU rpymimbl [8-13, 29-33]. B 60/1bIINH-
CTBe HCCJeZlOBaHUH OTMeueH GMMO/A/IbHBIA XapaKTep pac-
npe/ieJieHUs TallMeHTOB 110 BO3PACTY HA MOMEHT 06palleHHUs
3a MeJUIMHCKON MMOMOILbIO: OJJUH MUK B JI€TCKOM/TOAPOCT-
KOBOM B03pacTe, BTOPOM — B CpeJIHEM BO3pacTe, MexAay 4-M
U 6-M JecaTuiaeTrueM xku3nu [8, 11, 13, 33, 34]. Pe3ysbTaThl
HeJIlaBHO NPOBe/IEHHbIX MCC/IeJOBAaHUI CBU/IETENBLCTBYIOT 00
YBEJMYEHNH JI0JIM MaLMEeHTOB CTaplieil BO3PaCTHOM Irpynibl
(> 65 net) [30-32, 35]. He Tak gaBHO cTasa OYEeBUAHOU He-
06XOAMMOCTD Y/1eJATh BHUMaHHe U [0Ka3aTessAM CBA3aHHO-
ro co 3/i0poBbeM KaudecTBa ku3HU (HRQoL), mockosbKy y ma-
nueHToB ¢ AUT Hab6Jt0/1aeTcs BEICOKMI YPOBEHb HapyLIEHUS
MICUXUKH C POSIBJIEHUSIMHU JIETIPECCUU U TPEBOTH, HAa KOTOpOE
paHblie He o6paliaid BHUMaHuA [36].

CrnexkTp KJMHHUYECKUX NMPOSBJIEHUH pasHOOGpaseH — OT
OTCYTCTBHSA SIBHBIX NPOSABJIEHUN MOPa)KeHUs MeYeHHU [0 TH-
Kesoh (OpMBbI, MPAKTUYECKU HJEHTHUYHOHW OCTPOMY WJIH
MOJIHUEHOCHOMY BUPYCHOMY renaTurty (cM. Tab6u. 2) [3, 4, 37].

Ta6smmua 3. IuddepeHnmnanbHasg JMarHoCTUKa ayTOUMMYHHO-
ro remaTura

[pyrve ayTouMMyHHbIe 3a60NEBaHNS MEYEHN:

—  MepBUYHbIN GUNnapHbI LMPPO3

—  MEPBUYHBIN CKIEPO3MPYIOLLIMI XONaHUT (BKIOYAS MEPBUYHbIN
CKIEPO3UPYIOLLIMIA XONAHTUT MEJIKUX MPOTOKOB)

— 1gG4-accoummnpoBaHHbI XONaHTUT

XPOHNYECKMI BUPYCHbBIN renaTtuT:
—  XpoHudeckuin renatut B ¢ unn 6e3 renatuta D
—  XpoHuyeckuii renatnt C

XonaHrvonatus scneactene BUY-uHpekunn
AnkoronbHas 601e3Hb NevyeHn
JlekapCTBEHHOE MOpPaXeHne nevyeHn
paHynemato3HbI renatut

emoxpomaTtos

HeankoronbHbIli cTeaTorenatuT

Oedunumt al-aHTuTpmncmHa

BonesHb Bunbcona

CuctemMHas KpacHasi BonyaHka
Llennakns

JleicTBUTe/IbHO, TPUMepHO y 25 % nanueHTOB Ha MOMEHT 06-
paleHus 3a MeJJULMHCKOH TOMOIbI0 HAGJII0Aal0TCS OCTPhIe
nposiBieHuss AUI, peHOTUNNYECKH CXOJJHBIE C OCTPBIM remna-
TUTOM Jipyro# atnosioruu [33, 38]. Octpoe nposinenue AUT
MOXET ObITb OOYCJOBJEHO JBYMS DPA3/JMYHBIMH KJINHHUYE-
ckuMu ¢opmamu. OfHa U3 HUX — 060CTpeHHe XPOHUYECKOTO

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

XapaktepucTtuka

BonbHble e JlioGoli Bo3pacT (¢ bumoaanbHbIM pacnpeaeneHnemM, 06bIMHO MakcumMyMm B nybepTaTHbIi nepuog n mexay 30 1 60 ro-
[aMn; 3HaYnTesIbHas YacTb NauMeHToB 3aboneBatoT 1 B 6onee cTapluem Bo3pacte [> 65 net])
e O6anona (/3 =3:1)
* Bce aTHM4eckve rpynnbl

MepBble nposineHus  ©  LLIMpokunin cnektp — oT 6€CCUMNTOMHOIO TEYEHUS 4,0 OCTPOr0/TSXEN0ro Uin Aaxe MOoJIHUeHOCHOIO
3aboneBaHus * Haunbonee 4acToe KIMHMYECKOe NposiBNeHne 3abonesaHns (/, NauneHToB) xapakTeprayeTcs CTePTbIM Ha4aaoM Mau
6e3 Kakux-11Mbo CMMNTOMOB NGO HANNYNEM OLHOMO N HECKONIbKUX N3 CNeayloLwmx Hecrneunduyecknx NposBieHuii:
YTOMISIEMOCTb, OLLYyLLEHE HE3A0POBbs, 60Nb B NMPAaBOM BEPXHEM KBaJpaHTE XMBOTA, COHMBOCTb, HEAOMOraHue,
OTCYTCTBME anneTuTa, CHUXEHME MACChl TENA, TOLWHOTA, CbiMb, NEPUOANYECKN BO3HUKAIOLLAS XENTYXa 1 NoNmMapTpa-
rvst Menkux cyctaBoB 6e3 apTpuTa. MiHoraa naupeHTbl BCMOMUHAIOT, YTO NOA0OHbIE CUMMITOMBI ObININ U HECKONBKO NeT
Hasaj
e Bo3mMoxHO ocTpoe Hadano AU (okono 25 % nauweHToB); HabnOalTCA ABE pasnnyHble KINHUYeckmne hopMbl
(ocTpoe o6ocTpeHne xpoHndeckoro AU n NCTUHHBIA ocTpbin AU 63 MrMCTONOrMYEeCKNX NPOSIBNIEHNI XPOHUYECKO-
ro NMOpaxXeHnsi NeYeHn); y NaumMeHToB C OCTPbIM Ha4YanoM OObIMHO OnpeaenseTca LeHTpunobynspHas 3o0Ha HeKpo3a
(LeHTpanbHbI NEPUBEHYNNT), ayTOAHTUTENA U OPYIVE KNACCUYECKME NPOSABAEHNS MOIYT OTCYTCTBOBATb, HE BCEraa
oTMevaeTcs addeKT 0T npuema KOPpTUKOCTEPONAOB
* Y/, NauneHTOB Ha MOMEHT yCTaHOBJ/IEHNA IMarH03a yXe UMeeTCs LipPO3 NeYeHr HE3aB1CUMO OT HANINYWSA CUMIMTO-
MOB. OTO 06YCNOB/IEHO CKPbITbIM TEe4eHnem 3aboneBaHnNs 1 HECBOEBPEMEHHBIM AMAarHO30M

Cy6bknaccudukaums e AUr-1:60onee vyactblii Tun AUT (okono 90 % cnyyaes); onpenensiotcs ANA, SMA nnun aitn-SLA/LP; accoumanms ¢ HLA
DR3, DR4 1 DR13; nto60oi1 BO3pacT Ha MOMEHT MOSIBNIEHUSI KIIMHUYECKMX U TMCTONIOrMYECKUX NPOSIBNIEHUIA PA3SINYHON
TAXKECTU; Penko HeahPEKTUBHOCTL NIeYEeHNs, 0AHAaKOo BaprabenbHas YacToTa pPeLmaMBOB NOC/Ee OTMEHbI MPeENapaToB
1 pasnuyHas noTpebHOCTb B AJIMTENbHOM NOAAEPXKMBAIOLLEN TEpanun
e AUI-2: o 10 % cnyyaeB AUT; onpegensitotca aHTU-LKM1, aHTn-LC1, peako aHTn-LKM3; accoumaumsa ¢ HLA DR3 un
DR7; HauymMHaeTcst 06bI4HO B AETCTBE M MOJIOAOM B3POCJIOM BO3PACTE; KIIMHNYECKN U TMCTONATONOrM4eCckn 06bIHO
XapakTepu3yeTCs OCTPbIM TSXKENbIM TEHEHNEM; JIEYEHME YacTO OKa3biBAETCA HEAPPEKTUBHBIM; HAaCTO BO3HUKAIOT pe-
LMAMBLI MOCNE OTMEHbI MPENapaToB; O4EHb YacTo TPpebyeTcsa AIMTENBHOE NOAAEPXKMBAIOLLEE NNEYEHNE
e AUr-3: SLA/LP-no3uTuBHbI, B OCTanbHOM cxofeH ¢ AUI-1; yacto onpeaensatotca aHTutena Ro52. MoxeT npoTekaTb
6onee TXENO
PesynbTatel Gusvkanb- ©  3aBUCST OT KIMHMYECKOro cTaTyca 3aboneBaHns U MOryT 6bITb OT NOJSIHOM HOPMbI 10 NMPU3HAKOB 1 CUMMTOMOB XPOHU-
HOro MccneaoBaHns 4YEeCKOro NopaxeHus NeYeHn n/unv nopTanbHON rmnepTeH3nm
OcnoxHeHus e TLP Ha dpoHe AUT pa3BurBaeTCS pexe, YeM Npu Apyrux 3aboneBaHunsx nedeHn. OH YETKO CBSA3aH C LIMPPO30M, 4TO 00-
YCNOBIMBAET HEOOXOAMMOCTb ANCMAHCEPHOro HabNAeHM BCeX NaUMEHTOB C LMPPO3oM Ha doHe AUT
e OCNOXHEHUs, CBA3AHHbIE C JIEYEHMEM, TaKXKE UrPaloT 3HAYMMYIO POJIb NMOYTU Y 25 % maumeHToB. Yalle BCero oHu
CBSA3aHbl C AINTENIbHLIM MPUEMOM KOPTUKOCTEPOUAOB IMOO TOKCUYECKMM AeNCTBMEM as3aTvonpuHa nu/unm Henepe-
HOCVIMOCTbIO JIEKAPCTBEHHbIX CPEACTB
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KiinHu4yeckue pekoMeHJaluu

AWT (o6ocTpeHre HeAMAarHOCTUPOBAHHOIO MJIM HENpPaBUJIb-
HO AuarHoctupoBanHoro AUT), fpyras — UCTHHHBIA OCTPBIN
AUT 6e3 XpoHUYECKUX THCTOJIOTHYECKUX U3MeHeHUH (ocTpas
dopma AUT; cm. Taba. 2) [33, 37-39]. CiielyeT OTMETUTD, YTO
y HEKOTOPBIX NMALlUEHTOB C OCTPbIM HposiBiaenueM AUT ypo-
BeHb MUMMyHorio6ysnHa G (IgG) mMoxeT ObITH B Hmpejesax
HOPMBI, @ aHTUTeJIa K IMIaJKUM MblaM (SMA) npu nepsom
CKPHUHHHTE MOTYT OTCYTCTBOBATb, B CBSI3U C YeM KJIMHHUIUCT
MOXeT U He 3anofo3puTb AUT [3, 4, 34, 40, 41]. B Takux ciay-
Yasix L[eJ1eco06pa3HO BhINOJHUTD 00JIee IHPOKOe U YYBCTBHU-
TeJIbHOE CEPOJIOTHYECKOe HCCJIeZloBaHUe HAa MapKepbl ayTo-
MMMYHHOTO NoOpaXkeHus nedyeHU. Heo6xouMO cKas3aTb, YTO
B HEKOTOPBIX CJAy4asdX 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. YcTaHOoBJeHHe AUT' B KauecTBe NPUYUHBI OCTPOTO
renaTuTa M/WJIM MOJHHUEHOCHOW NMeYeHOYHOH HeJoCTaTou-
HOCTH MMeeT 60JIbliIoe 3HaYeHHe, TOCKOJIbKY pOMe/iIeHHe
C TIOCTAHOBKOM JAMarHo3a M HayaJoM JIeYeHUs YXyZAIlaeT
nporuos AUl Toraa Kak cBoeBpeMeHHass UMMYHOCYIIPEeCCUs
C UCII0JIb30BaHUEM KOPTHUKOCTEPOU/I0B [IO3BOJISIET U30€XKATh
Heo6X0AUMOCTH TpaHcmiaHTauuu nedenu (TII) [33, 37-39,
41-43].

llpumepHO y '/, MalMeHTOB KJIMHMYECKas KapTHHA Xa-
paKkTepu3yeTcs HaJTUYHEeM OJJHOTO MJIM HECKOJIbKHX HeClelH-
duyeckux cumntomoB (cM. Tabu. 2) [8, 11, 13, 18, 21, 29, 33,
44, 45]. Takxke 4acTo BCTpevyaeTcsi aMeHopes. A BOT NSATHU-
CTO-TamnyJ/ie3Hasi Cblllb U HEOGbSCHUMOE He6OoJIbIIoe MOBbI-
IIeHHe TeMIlepaTyphl TeJ1a HabJtoal0Tcs peiko. [lapaMmeTpel
$U3UKaIBHOTO UCCIe0BAHUSA MOTYT ObITh B IIpeJsiesiax Hop-
Mbl. Bo3aMo)kHa remaTomMerasnus, MHOrAa ¢ 60Jibi0 B 06J/1aCTH
npaBoro nojpe6epnsi, crieHoMeranus. Korga pasBuBaeTcs
BbIPAXKEHHBIM LIUPPO3, MOKHO OOHAPYXUTb NMPU3HAKU XPO-
HUYECKOT'0 NOpa)KeHHUsI lleYeHH — JIAZlOHHYI0 3PUTEMY U CO-
CyuCTble 3Be3/1049KH. Ha N03HUX cTauAK JOMUHUAPYET KJIU-
HUYecKas KapTHHA NOpTalbHOH runepreHsun. Habitonaercs
acIUT, BAPUKO3HOE paclIMpeHHe BeH NHIEBOJA, racTpomna-
THS1, 00yCJI0BJIeHHAs NOPTaJbHOM rUnepTeH3ueH, U TONEeHNUs
BCJIE/ICTBHE I'MIIEPCIJIEHU3MA, @ TaKXKe Ne4eHOo4Has sHLeda-
JIoTaTHsl.

lloutu B '/, ciyyaeB Ha60faeTca GeCCUMITOMHOE Ha-
YaJlo C IOCTeNeHHbIM NIPOrpecCUpoOBaHUEM 6e3 BbIpaXKeHHOH
CUMITOMAaTHKH. /lUarHo3 o6bIYHO YCTAHABIUBAIOT B X0/ 00-
cJ1e/loBaHUS 110 MIOBOAY HEOGbSICHUMOTO MOBBIIIEHNUS aKTUB-
HOCTH CbIBOPOTOYHBIX aMHHOTpaHcdepas, oGHApYKEHHOTO
IpU JUCIaHCEPHOM OCMOTpe JIMOO B CBS3U C 00C/e/10BaHHU-
eM 1o Jpyrum nosogawm [8, 11, 13, 29-32, 44, 45]. OxHako Ha
MOMEHT yCTaHOBJIEHUS IUarHo3a MpUMepHo y '/, B3pOC/IbIX
U MOYTH Y 1/2 JleTel y)xe HaOJIOJAeTCs MO34HsASA CTaAusA C
LUPPO30M, KOTOpBIH, KaK MOKa3bIBAlOT pe3yJbTaThbl 00JIb-
LUIMHCTBA HCCAEJJOBAaHUM, CBSI3aH C MeHbIlel ob6uiel mpo-
JIOJDKUTENbHOCTBIO KM3HW HE3aBUCUMO OT HAJMYUs WU
OTCYTCTBHS CUMITOMOB [8, 13, 29, 44-47]. [locnenuuit paxr,
HapsAAy € TUCTOJIOTHYeCKMMHU IPHU3HAKaMU XPOHUYECKOTro Mo-
pakeHHs TeYeHH B GHUONICUITHOM MaTepHraJsie y 4acTH NalieH-
TOB C OCTPBIMH NPOSIBJEHUSMH, O3HAYaeT HaJUYUe Y HUX B
TeyeHUe JIJIMTEJbHOT0 BpeEMEHH CyOKJIMHUYECKOTO poliecca
[37, 38, 42]. 3To ogHA U3 3HAYUTEJIbHBIX TPYJHOCTEHN JUarHo-
CTHKH, MOCKOJIbKY MOSIBJIEHHUIO CUMIITOMOB 4YacCTO Npejlie-
CTBYeT CyOKJMHHYECKOe TeuyeHHe 3abosieBaHUs, a C Jpyrou

CTOPOHBI, N0CJIe MEPBBIX NPOABJEHUNH BO3MOXHBI JIJIUTE/b-
Hbl€ IepPUO/bl CyOKJINHUYECKOTO TeYeHHUSs.

B 3aBHCUMOCTH OT ONpe/essieMbIX ayTOAHTHUTEJ 3a-
GoJieBaHMe KJACCUPUUUPYIOT HA JiBa WJM TPU NOATHIIA.
HM3Haya/sbHO 6bLIO NMPEJJIOKEHO ABAa OCHOBHBIX IOJATHIIA,
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 xapakTepu3yeTCcs HAJIUUYUEM CIIELH-
duyeckux aHTUTeJN TUNa 1 K MHKpocoMaM NedyeHHU/Movyek
(anTU-LKM1) 1160, Hewacto, aHTU-LKM Tunma 3 (aHTH-
LKM3) u/uiu aHTUTEJ K IUTO30JIbHOMY aHTUI'€HY NeYeHU
tuna 1 (antu-LC1) [3, 4, 27, 28, 34, 40]. BHavaJsie 3To Jene-
HUe GblJI0 OCHOBAHO TOJIBKO Ha ONpeJieJIeHUH LUPKYJIUpY-
IOLIMX aHTUTEJI, HO BIIOCJE/CTBHUU ObLIM ONUCAHBI U IpyTHe
otnuus (cM. Tabs. 2). O6HapykeHUe ayTOAHTUTE] K pac-
TBOPUMbIM NeYEHOUYHbIM aHTUTreHaM (aHTHU-SLA), KoTopble,
KaK OKa3aJIoCh BIIOCJEJCTBUM, UAEHTUYHbI paHee ONHCaH-
HBbIM aHTHUTeJaM K OesiKaM INedyeHH/No/pKeNyA0YHON Kele-
3bl (aHTU-LP) 1 mosToMy Ha3BaHbI aHTHUTeJaMHu aHTH-SLA/
LP, mo3Bosinsio BbIJENUTh TpeTuh noaTun — AWI-3 (cMm.
Ta6J1. 2) [48]. Paznnuus mexay AUI'-1 u AUT'-3 BbIpaxeHbI
MeHble, yeM Mexay AWUIl-1 u AUl-2. HekoTopble aBTOpPHI
0TMeyaroT GoJiee TsXKeJI0€e TeyeHre 3a60/1eBaHUs U HE06XO0-
JIMMOCTb HMMYHOCYIPECCUU Ha NMPOTSKEHUH BCEH XKU3HU Y
GOJIBIIMHCTBA, €CJIM He Y Bcex nanueHToB ¢ AUT-3 [48-50].
O60CHOBAaHHOCTD ZlaHHOTO zAiesieHuss AUI Ha moaTUNbI B Ha-
cTosilllee BpeMs CJAYKUT NpeAMeTOM AUCKyccui [3].

Cneyuguueckue nposisaenusi AUl

Bapuanmut AUT" u xonecmamuyecko2o nopajxceHus
neveHu
Y HekoTopbix nauueHToB ¢ AUl HabaroAaOTCA JM60 OJHO-
BpPeMeHHO, JIM60 Moc/ief0BaTe/JbHO BO3HMUKAWOLIUE KJIWHU-
yeckue, 6MOXHUMHUYECKHe, CePOJIOTHYeCKHe H/UIU TUCTOJIO-
rudeckue nposinenus [1BL sn6o I1CX [51]. U HaoGopoT, y
HEKOTOpbIX nayueHToB ¢ guarHo3oM [IBL] nau [1CX umeroT-
cs1 nposiyieHust AUT. CerojiHs AJis OoNMMCaHUsl 3TUX SBJIEHUHN
y nauueHToB c nposBiaeHussMU kak AW, tak u [IBl uaun
[1CX ncnosb3yeTcss HECKOJIbBKO TEPMUHOB, B YaCTHOCTH «Ha-
CIauBaKOLIMECs CUHAPOMBI», «remnaTUTHble ¢opmbl [1B1l»,
«BTOPUYHBIA AyTOMMMYHHBIA TeNaTHUT», «ayTOMMMYHHBIN
XOJIAHTUT», «QYyTOUMMYHHBIN CKJIEPO3UPYIOLIUKA XOJAHTUT»,
«KOMOGUHHMPOBAHHBIM TreNnaTUTHbIN/X0/JeCTaTUUeCKUN CHH-
Apom» [51-54]. HaubGosiee moaxoAsiell TepMUHOJIOTHEN B
OTCYTCTBHE SICHOTO IOHUMaHHUS NaTOoreHe3a 3TUX BApUaHTOB
Npe/iCTaBJIAETCs ONKcaTe/bHOe 0603HAaYeHHEe 3TUX BapUAHT-
HbIX ¢opM (Hanpumep, [1B1] c npusnakamu AUT).
O6uienpU3HaHHbIE KPUTEPUU 3TUX BapUAHTHBIX COCTOSI-
HUM OTCYTCTBYIOT, IO3TOMY B Pa3HbIX UCC/Ie/I0BAHUSAX TPUMe-
HSIIOT pa3/IMuHble XapaKTePUCTUKU 3TUX 3aboJieBaHUM, UTO
3aTpyAHSET CO3/laHue CTaHJApPTH30BaHHbIX peKOMeHAalHH.
HepaBuo ot umenu IAIHG mexayHapojHast pa6oyas rpymnmna
BBINOJTHUJIA KPUTUYECKUH 0630p «HACIaNBaIOIUXCS CHH/PO-
MOB» U YCTAaHOBHMJIA HU3KYIO YYBCTBUTEIBHOCTb CUCTEM KOJIH-
YeCTBEHHOM OlleHKU (MepecMOTpPeHHbIX WJIM YIPOLEeHHbIX)
JUIsl TIOCTAaHOBKU JuarHosa AUl y manueHTOB ¢ HacJlauBar-
LIMUMUCA KIMHUYeCKHMHU MpOosBJeHUsAMU [51], 4To cooTBeT-
CTBYeT U pe3y/ibTaTaM IpeJbIAYLINX UCCAel0BaHNH (TabJ1. 4)
[55]. B cBSI3U € 3TUM HMeEIOIIHECS CUCTEMBI KOJIMYeCTBEHHOU
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Ta6.inna 4. CnenuduyecKre XapaKTEPUCTUKYU U MPOsIBJIEHHS] ayTOUMMYHHOT0 refaTuTa

XapakTepucTtuka

KnvHuyeckne Npo- © Y HEKOTOPLIX NaUMEHTOB B pamkax nposasneHuin AU HabntogatoTea npuaHakm oo MBLL, nubo MCX (BapuaHTHbie hop-
SABJIEHUS MPU OCO- Mbl). HECMOTpS Ha peanbHOCTb CYLLLECTBOBAHMS 3TMX GOPM, AMarHo3 NOCTaBUTb TPYAHO B CBSI3M C OTCYTCTBUEM 00LLEe-
ObIX COCTOSIHUSAX NpU3HaHHbIX KpUTepueB. CoNyTCTBYIOLLME XONecTaTM4eckne nposiBneHns o6ycnoBamMBaloT HEOOX0AMMOCTb UCCneoBa-
HUs Ha AMA 1 npoBeaeHus xonaHrmorpadumn (ocobeHHo y aetein — ACX)
e [lposiBneHne AUl BO3MOXHO Yy BepeMeHHbIX nnn (Yawe) nocne ponos. O6bIYHO BO Bpems 6epeMeHHOCTU akKTUBHOCTb
3a60s1eBaHVS yracaeT, HO NMoc/ie POAOB YaCTO BO3HUKAIOT OOOCTPEHUS; OCNOXHEHNS Y MaTepU 1 M1oA4a Takme Xe, Kak B
obLuen nonynaumm
e AUr-nopo6Hoe 3ab6oneBaHne MOXET Pas3BUTLCS NMOC/E TPAHCMIAHTaUMM NeYeHn No NoBoay Apyrux 3abonesaHunin (AU
de novo)

Cneuunduyeckne e OnucaHo pa3BuTne 3ab6osieBaHUsA Nocne BUPYCHbIX MHbEKLUMIA (Hanpumep, renatuT A, Bupyc dnwteiHa—bapp, Bupyc
XapakTepuCTUKN repneca 6-ro Tmna, kopb). AUl cnenyeT paccmatpmBaTb B Ka4eCTBE AMarHo3a B cllyyasx, Koraa HeoObsACHUMbIA 1 oau-
TeNbHbIV renatnuT HabnogaeTcs Nocne BUPYCHON MHbeKLMn
e PassuTve nocne npvema npenapatos, A00aBOK WUAM pPacTUTENbHbIX MPenapaToB (NekapCTBEHHO-UHAYLMPOBAHHbIN
AUT — TpynHo anddepeHumposats ¢ JIMIM). B 6onblumMHCTBE cnyyaes 3ab0neBaHe CBA3aHO C NPYMEHEHNEM HUTPODY-
paHToMHa 1 MuHoumknnHa. C 3aGoneBaHneM CBA3aHO Takxe fiedeHune bruonornyeckumm npenaparamu (6nokaga PHO-a),
a TaKxe nocne npumeHeHns nHTepdepoHa-a nNpu nevyeHunn renatmta C
e YacTo BCTpevalTCs CONYTCTBYIOLME ayTOUMMYHHbIE NI MIMMYHOOMOCPEA0BaHHble 3a60NeBaHNs y NaLUMEHTOB U POA-
CTBEHHMKOB NEePBO CTeneHn (TMpeonanTt XacuMoTO — CU/bHEeNLLas CBA3b; TMPEOTOKCUKO3, BUTUINIO, anoneLuus, pes-
MaTounaHbI apTpuT, caxapHblii anabdet 1-ro Tuna, HB3K, ncopunas, cuctemHasn kpacHasi BondaHka, cuHapom LerpeHa,
Llennakms, naHHKyInT, MOHOHEBPUT, MUrMEHTHas KpanvBHUUA, cuHApoM CBuTa, nanonatnyeckas TpomooumToneHnye-
ckasi nyprnypa, noaMM1no3nT, reMoMTUYeckas aHeMus, yBEUT)
e HeobbluHaa popma AUT BcTpeyaeTcs y 10—-18 % nauneHtoB ¢ APECED, naBecTtHbiM kak AlNC-1

DHO — dakTop Hekposa omyxosieit; AIIC-1 — ayTOMMMYHHBIN TOJUTIAHAYAIPHBIA CHHAPOM 1-ro THnA.

OLleHKHM He PeKOMeH/YeTCs UCI0JIb30BaTh JJIl IUAaTHOCTUKH
AUT y nmanueHTOB AaHHOU rpynmnel. [lepunopranbHbId (10-
rPaHUYHBIM) renaTUT — OCHOBONOJAralOUUA KOMIIOHEHT
3a60JieBaHUs], NO3TOMY NpPU 06CJeJOBAaHUM MallMeHTa C Ha-
C/IauBAIOLIMMUCS NPOSIBJIEHUSIMU 00513aTesIbHO CJefyeT Je-
JIaTb 6UoMCHIO TeyeHH. CTeneHb NePUNOPTAIbHOTO renaTuTa
MOXXET CUMTaTbCs Mepod akTUBHOCTH AUT-oj06HO0TO 3a60-
JIeBaHHsI HE3aBUCHMO OT HAJIMUUS COMYTCTBYIOLIET0 X0JIeCTa-
TUYeCKOro nopaxeHus nedenu [51].

EauHOro MHeHUs 0 MaToreHese 3TUX BapUaHTHBIX GOpM
MIOKA He CJI0XKUJI0Ch, OCTAeTCsl HEBbISICHEHHBIM, IPe/ICTaBJIA-
€T JIU JJaHHBIH CUHAPOM OT/eJIbHYI0 HO30JIOTHYECKYyI0 $op-
My sin60 ato BapuaHT [IBlI, [ICX nau AUL EcTb MHeHHE, yTO
npusHaku AUT pasBuBaroTca y nanMeHTOB ¢ UMMYHOOIIOCpe-
JIOBAaHHBIM XOJIECTaTUYECKUM IOpakeHHUeM IeYeHU U TeHe-
TUYeCKOH NpeApacnookeHHOCTbI0 k AU, o yeM cBUAeTeNb-
CTBYeT BblCOKasl pacnpocTtpaHeHHocTb HLA-renoB DR3 wiu
DR4 y 6onbHbIx [1BL] ¢ npusnakamu AUT, uTo npuBesio K mo-
ABJIEHUI0 TepMUHa «BTOpUYHbIA AUl'» y manuenTos c 161l n
HacjaauBawyMucs npusHakamu AUT [56]. B aTom nuiane no-
HsITHe «HacJauBalOLIUICI», KOTOpoe NpeAroaraeT Halu4ue
JIByX pa3JINYHbIX 3a60/eBaHUM, He coBceM yMecTHoO. CienyeT
YYUTBIBATB, YTO BapuaHTHble popMbl AWT He cnenyeT runep-
JIMarHOCTUPOBATb, Zabbl He MOJBEPrHyTh nanueHToB ¢ [1BI]
usu [1CX HeonpaBlaHHOMY PUCKY TOOG0YHBIX 3P PEKTOB Tepa-
MUY KOPTHKOCTEPOUAAMH.

CouemaHue nposieaenuli AUI u [1B1]. B oTcyTcTBUE KOAUDHULIU-
POBaHHOI0 MOAX0/A K UarHOCTUKE CBeJIeHUs O pacnpocTpa-
HEHHOCTHU JJaHHOH $OpMbl BapbUpYIOT. B 1jesioM cunraercs,
YyTO pacnpocTpaHeHHOCTb BapuaHTa AWI-IIBL] cocraBasieT
8-10 % cpenu B3pocabix ¢ auarHosom [1BI] uau AUT [57, 58].
B HacTosimiee 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 1eJI0YHOM
docoarazwel (ILIP) = 2 x BI'H (BepxHss rpaHUIla HOPMbI) HJIH

y-rnytamunatpancdepassl (I'T'T) 2 5 x B['H; 2) Hanudue aHTH-
MHUTOXOH/IpUA/NbHBIX aHTUTea (AMA); 3) BbIpaKeHHbIe MO-
paXkeHUs KeJYHbIX 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 6UONCUIHOM ITpenapaTe ne4eHu
YMEepEeHHbI WJIM BbIPa)K€HHBIW NEePUNOPTAJbHBIA WM Ile-
prcenTasbHBIA JUMQPOUUTAPHBIA MEJKOOYaroBbIH CTYIEH-
yaTbld Hekpo3 [57]. [lefcTBUTeNbHO, B OJJHOM W3 HeJaBHO
BBITNIOJIHEHHBIX HUCCJAef0BaHUM [59] yCcTaHOBJIEHO, YTO KpHU-
TepHUHU, 4YeTKO omnpeseseHHble paHee Chazouilleres et al. [57],
C BBICOKOM YyBCTBUTENBHOCTBIO (92 %) U crielupUYHOCTbIO
(97 %) no3BOJNAIT BBIABUTb MALMEHTOB C KJIMHHYECKUM
auarHosoM BapuanTa AUT-IIBL. Kpome Toro, pekoMmeHganuu
EASL 2009 r. no JieyeHHIO X0JIeCTaTUYECKUX NOpaXKeHUH Ie-
YeHU NPUJEPXKUBAIOTCA 3TUX AUACHOCTUYECKUX KPUTEpHUEB,
HO yKasblBalOT Ha 06513aTe/IbHOe HaJW4YHe TUCTOJIOTUYeCKON
KapTHHBI YMEPEHHOI'0 UJIM BBIPA)KEHHOT'O JIMMPOLUTAPHOTO
MeJIK004aroBoro HeKpo3a (mepunopTaabHbli renaTuT). B pe-
KOMEH/IaLUsIX OTMEYeHO, YTO 3TU BapUaAHThI BCET/A CJIeSyeT
HMMeTb B BUAY, eC/IU AuarHoctupoBaHHbli [1B1] ci1abo pearu-
pyeT Ha NpUMeHeHUe ypcoje30KcuxoieBol kucaoThl (YAXK),
MIOCKOJIBKY 3TO CBSI3aHO C BLIGOPOM 0C0601 TaKTUKH JIeYeHUS
(Hampumep, uMmmyHocynpeccuu) [60]. OfHOBpeMeHHOe Ha-
JIM4Me NPU3HAKOB 060MX 3a60/1eBaHUI — 0ObIYHOE AABJIEHME,
OJIHAKO CJIeJ[yeT OTMETHUTb, YTO B OT/I€JIbHBIX CJIy4assx Hadyasio
AWT o BpeMeHU He cOOTBeTCTBYeT pa3BuTHIo [1B1] — 06bI4-
Ho [1B1l pa3BuBaeTcs paHblle. TeM He MeHee B GOJIbLIMHCTBE
cJlydaeB MOXKHO YCTaHOBUTB OJJHO IEPBUYHOE PAacCTPONCTBO
(moMunupytouee 3a6osneBanue). 06614Ho 310 [1BL] [51].

CouemaHue nposieaenuti AUI u IICX. CocyecTBOBaHMe
npusHakoB AUT u I1CX onucaHo U y feTel, U y B3POCJIBIX.
[IpeanosiaraeTcss, YTO Takass KOMOMHauUUs HabsrojaeTcs y
3HAYUTEeJbHOW YacTH NalMeHTOB MOJIOZOT0 BO3pacTa € ayTo-
HMMYHHBIM NopaxkeHHeM nevyeHu [51-54, 61]. K coxxanenuto,
JINaTHOCTHYeCKHe KPUTEPUH 3THX COCTOSHHUMN OIpejeseHbl
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ele xyxe, 4yeM s BapuanTa AUI-IIBL. B pesynbrate ony-
GJIMKOBAaHHBbIE IOKa3aTeJW PACIpPOCTPAHEHHOCTH BecbMa
pasHsaATcs. Yale Bcero pedsb UjieT 06 ypoBHE pacpoCTpaHeH-
HOCTU npuMepHo 7-14 % [51]. luarno3s [1CX kpynHoro mnpo-
TOKa Bcerja Ao0J/okKeH 6bITb OCHOBaH Ha TUIIMYHOM X0JIaHI'HO-
rpaduyeckod kapTuHe. [Ipyu 3TOM c/leJlyeT YYUTHIBATD, YTO
JIOXKHasA KapTHHA CKJepo3a BHYTPHUIIEYEHOYHOro GHMap-
HOT'0 JlepeBa BO3MOXKHA MPH JIIDOOM 3a60JIeEBaHUU NEYEHH C
06UPHBIM GUOPO30M U y3eJKOBOM pereHepanueil uiv npu
nuppose [62]. Kpome Toro, MarHuTHO-pe30HAHCHAsl XOJIaH-
ruonaHkpearorpadus (MPXII') MoxeT AaTb JIOKHOIOJIO-
YKUTeJIbHBbIN pe3y/nbTaT BCJIe/ICTBHE HeJJOCTaTOYHO BbICOKOM
cnenidUYHOCTH. B HEKOTOPBIX C/lyyasx OTMEYalTCA BapH-
aHTHbIe popmbl [ICX MeJKUX TPOTOKOB (HOpMaJibHAsA X0JIaH-
ruorpamMMmma) B coyetaHuu ¢ AUIL, ofHaKo cieAyeT ckas3aTh,
yTo npuMepHo y 10 % nauueHToB c TunU4HbIM AUT ¢ nin 6e3
SI3BEHHOI'0 KOJIMTA MOTYT HabJII0AAaTbCs TMCTOJIOTHYecKue
NpHU3HAKHU NOpaXeHHs KeJTYHBIX IPOTOKOB, YTO JleslaeT 3TOT
JIMarHO3 0COOEHHO Heompezie/ieHHbIM [63]. B KIMHUYeCKOU
npaxkTuke guario3 AUI-TIICX yctanaBaIuBaOT NAalLlUEHTY C BbI-
pakeHHBIMU X0JIJaHTHOTpadUUeCKUMH UM TUCTOJIOTHUYECKU-
My npusHakamu [ICX B coueTaHUU C AIPKUMU GMOXUMHUYECKU-
MU, CEpOJIOTUYEeCKUMU U TUCTOJIOTUYECKUMHU NPOSIBJEHUSMHU
AUT. ManuenTs! c npusHakaMu AUT u [1CX Takxe Hy»Aal0TcA
B UMMYHOCynpeccuu [64, 65].

CyielyeT OTMETHTD, YTO NOYTH y NOJIOBUHBI AeTel ¢ AUl
omnucaHa ocobast Ho3oJi0THYecKas popMa, XapaKTepHU3yola-
[CA Kak HaJinuveM nposiBjaeHud AUT, Tak u ckieposupytolie-
ro xojaHrurta. Ha atom ocHoBanuu Mieli-Vergani et al. [52]
BBEeJIM TEPMUH «ayTOMMMYHHBIH CKJIEPO3UPYIOLIUHA XOJIaH-
rut» (ACX), yka3bIBaloIIMi Ha HEOOXOAMMOCTb HCC/Ie/loBa-
HUS COCTOSIHUSI OUJIMApHOTO IepeBa, 0 KpaiHel Mepe c 1mo-
Mmo1bio MPXIIT, y Bcex aeTeit ¢ auarnosom AUT (cM. Tabar. 4)
[52, 54]. B HacTosillee BpeMsi CYHUTAETCS, YTO 3TOT BapUaAHT
HabJII0laeTCsl TOJIbKO y JileTeH, MOCKOJIbKY Pe3yJbTaThl Po-
CTIeKTUBHOIO0 HcCaefjoBaHus y B3pocblx ¢ AUT' fanu otpuna-
TeJIbHBbIN pe3yabTaT. [loaToMy ecniu AW pa3Busica B 3pesioM
BO3pacTe, TO B OTCYTCTBHE MPU3HAKOB X0JIeCTa3a IPOBOAUTH
MPXIIT Henenecoo6pasHno [62]. Ognako MPXIII' pekoMeHay-
€TCsl BBIMOJIHATb MPAKTUYECKU BCEM MOJIOABIM B3POC/bIM C
AWT 1 nposiBJIeHUsIMU X0J1eCTasa, a Takxke nagueHtam ¢ AUl
C IPO/IOJDKAIOIMMCS X0JIeCTa30M (JjaKe NP yCJIOBUM afleK-
BaTHOU MMMYHOCynpeccuu) c Iesabio BeiaBUTh [ICX kak oc-
HOBHOE WJIM COMYTCTBYIOLIee 3a60/IeBaHMe.

IgG4-accoyuuposannbili AU B 3noxy wusydeHus Ig4-
accoOUMUpPOBAaHHbIX 3abosieBaHUM posib 1gG4 m3yyeHa U y
nangueHToB ¢ AUT [66, 67]. 06bryHO 1gG4-accounnpoBaHHOe
NopakeHHWe IeYeHU BXOAMT B AuddepeHLHUANbHBIA [AHa-
rHo3 I[ICX ¢ mnposABJIeHUAMH XOJIAHTHMONATHUM U KeJTy-
xu. UMeloTcs JMIIb eJUHAYHBbIE COOOLIEHUS W3 fNOHUMU.
[MoaTBepXkAeHUN U3 JPYTrUX UCTOYHHUKOB TOKa HeT. B cBaA3mM
C 3TUM NOKa TPYJAHO CyAUTH, cyuiecTByeT 1 AUT-nono6HOoe
IgG4-acconuupoBaHHOe MOPa)KeHHe TNeYeHH KaK OTAesJbHOoe
3abosieBaHUeE.

TakuM 06pa3oM, Ha OCHOBAHUH HMEOLIUXCS BeCbMa Orpa-
HUYEHHBIX 3HaHUH 00 aTnonatoreHese AUT, [1B1] u [1CX gathb
onpejiesleHUe JJUarHOCTUYEeCKUX KPUTepHUeB 3TUX BapUaHT-
HbIX GopM AUT oueHb TpyAHO. B npakTudeckoit paboTe ayTo-
MMMYHHbIe MOpa)XeHHUs IeYyeHHU Jydlle KaacCUPUIHMPOBATh
B 3aBUCHMOCTH OT OCHOBHBIX KJIMHUYECKHUX U FUCTOJIOTHYe-

ckux nposeaeHui Ha AU, [1IBL wan I[1CX ¢ ykasaHueM fomoJ-
HUTEJbHBIX NPU3HAKOB COOTBETCTBYIOIErO APYroro UMMY-
HOOIIOCPeJOBAaHHOI0 NopaxkeHus1 nedyeHu (Hanpumep, I1BI] ¢
nposiBneHussMu AUDN). KpoMe Toro, HU3Kasi pacnpocTpaHeH-
HOCTb 3THUX BApUAHTOB CBU/ETENbCTBYET O HENMPAKTUUYHOCTH
MJIAHUPOBAHUSA PaHJ0MHU3UPOBAHHBIX KOHTPOJHUPYEMBIX UC-
c/eJJoBaHUH [iJ11 M3y4eHHUS BOIIPOCOB JIeYeHHs ITHUX 3a60-
sieBaHud. OlHAKO, NTOCKOJIBKY 3TH BapUaHTHble COCTOSIHUA
BCe-Taku BcTpevarwTcs, nayueHTsl ¢ [IBI] nau [ICX ¢ nposas-
seHussMu AUT MoryT Hy»AaTbcs B cieljuUIeCKUX NOAX0aX
K JieyeHUI0 [68]. B nesioM npu Hanuuyuu nposiBineHuit AUI He-
06X0MMO Ha3HA4YaTh COOTBETCTBYIOLIEe JieueHHe, TTO0CKOJIb-
Ky HesedeHHbIH AUI xapakTepusyeTcsi HeGJaronpUsTHBIM
MPOTHO30M, 2 OTBET Ha JieyeHHe 06BIYHO 09eHb XOPOLIHH.

JII u AUT

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

1) JIHIII ¢ cubHBIM UMMYHOAJLJIEPTUYECKUM KOMIIOHEHTOM,
uMuTUpyrouum AUT;

2) AWI, umutupytomuii JIIII, ecan mauueHT B TedeHUe IO-
C/le[JHUX HeJliesb NMPUHUMaJ Kakve-aUM60 Npenapartel, a
M0CJIe X OTMEHBI TPOU30IIJIO CIOHTAHHOE YJIyYIlIeHHE;

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

BcTpevatoTcs Bce Tpu BapuaHTa. [10CKOIBKY B UMMYHO-
asieprudeckoe JIIII, u AUT onmocpenoBaHbl celupUIECKH-
M{ UMMYHHBIMHU PEaKOUsMU Ha aHTHUTEHbl B IeNaToOIUTaX,
HeyJIJUBUTEJIbHO, YTO 3TH COCTOSIHUS XapaKTePU3yIOTCS HEKO-
TOPBIMU OOIUMU KIMHUYECKUMU U TUCTOJIOTUYECKUMHU MIPO-
ABJIeHUsIMU. TeM He MeHee Ba>KHO NPOBOAUTb AUPdepeHLH-
aJbHBIA JUArHO3 MeX/Jy 3THUMU COCTOSTHUAMHU U yYUTBIBATh
BJMsIHMe Ha natorenes AUIL.

JlekapcTBeHHO-UHAyMpoBaHHbIH AWl oco6eHHO XO-
polLIO OMMCaH [ NpenapaToB, KOTOpble (OJiblle He MpPHU-
MEHSIOTCSl, — THUEHWJIOBOM KUCJIOThI U AUTHApanasuHa [71,
72]. PeakTuBHble MeTabOJIUTHl 3TUX IpenapaToB, o6pasy-
Iol[Mecs B MeYeHH, CBA3BIBAIOTCA C KJIETOYHBIMU GesIKaMH,
HanpuMep komnoHeHTamu CYP450: CYP2C9 B ciyyae TueHH-
sioBo# kucaoThl U CYP1AZ B ciydae puryjpajasvHa. 3aTeM
3THU KOMILJIEKChI PAClO3HAIOTC MMMYHHOW CUCTEMHOM Kak
HeoaHTUTreHbl [71, 72]. U3 npenapaToB, LIKPOKO UCIOJIb3Y-
eMBbIX B HaCTosillee BpeMs, pa3BUTHe JIeKapCTBEHHO-UH/AY-
nupoBaHHoro AUI' onvcaHo npu npuMeHeHUU HUTpPOdypaH-
TOWHA U MHUHOUMWKJIWHA [73]. [Ipy cpaBHEHUH NAIMEHTOB
C JieKapCTBeHHO-UHAyuupoBaHHbIM AMWI' ¢ mayueHTamu c
navonatudyeckuM AUI ycraHoB/eHO JBe rpynmnbl €O CXOA-
HBIMU KJIMHUYeCKMMH U TUCTOJIOTHYECKUMHU MPOSIBJIEHUSIMY,
XOT$1 B IEPBOM CJlyyae TUCTOJIOTHYeCKasi aKTUBHOCTb HUXe U,
0-BUMMOMY, He TpeGyeT JJ0JIr0CPOYHON HMMYHOCYIIPECCUH
[74].

[ncronornyeckass auddepeHnnanbHas JAUArHOCTHKA
JITIIT u AUT noBOJIbHO CJIOXHA. B 0iHOM U3 HeJaBHUX HCCIIe-
JIOBAaHUHM yCTaHOBJIEHbI Pa3/IM4Ms, JOCTAaTOYHbIE AJS TOTO,
YTOOBI 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. PekomMeHayeMblid aJIrOPUTM AuarHoctuku AUT c ompe-
Ae/leHUEeM 4YeThbIpex ayToaHTUTes] MeTtoaoM PHU® wim TBepao-
dasHoro UDA. /151 noaTBepK/AeHNUS BOCHATUTEIBHOrO relnaTUTa, a
TaK>Ke oNlpe/ie/IeHUs CTaZAUM TOPaXKeHHUsI U aKTUBHOCTH BCerja Heo6-
XoZiMMa GHOIICUS TTeYeHHU.

* st Toro 4TO6BI HE NPONYCTUTH MO3AHMN penuanuB AUT, Heo6xoaM-
MO JJIMTeJIbHOEe HabJiofieHrue (Hanpumep, o6CaeOBaHHe KaXK/ble
6 Mec. B TeyeHue 3 JeT).

cKoJIbKY A1 yctaHoBsieHus JIIIII He cylecTByeT HaZieXHBIX
JUarHoctuyeckux kpurepues. Kak u B ciyvae ¢ AUI, fuarnos
[JIaBHBIM 006Pa3oM OCHOBAaH Ha KJIMHUYECKHUX M CepOJIOTH-
YyecKuX MokasaTessix [76]. HecMoTpst Ha CI0XKHOCTb OL€HKU
YacTOThbl JIEKapCTBEHHO-UHAyLMpoBaHHOro AUTl-mogo6HOro0
CUH/IPOMa, Ha €ro JI0JII0 MPUXOAUTCS oKoJsio 9-12 % ciyua-
€B C KJIaCCHYeCKUMHU NposiBeHussMU AUT [74, 77]. BaxxHbIM
3JIEMEHTOM JIMarHOCTHUKH 3TOTO CHHJPOMA CJIYKUT aHaMHe3
nalyeHTa, U3 KOTOPOro BbITeKaeT HeJlaBHee BO3/leHCTBUe
npenapaToB, cnoco6HbIX Bbei3biBaTh AUT-JIIII [74]. B 30 %
cay4yaeB MOTYT HaGJIIOJAThCsl NMPOsIBJIEHUs] TUIEPYYBCTBU-
TEeJIbHOCTH, TaKWe KaK JIMXOpaJiKa, CbIlb W 303WHOGUINS
[78]. OTcyTcTBHE Iuppo3a HAa MOMEHT OOpalleHHs ManueHTa
TaKXKe CJAYXHUT MoKa3aTeseM B nosbs3y AUT-JIII [78]. AUT-
JITII ¢ TsKebIM Te4YeHUEM 0GbIYHO MOAJAETCs JIEYEHUIO BhI-
COKHUMHU [103aMHU KOPTHUKOCTEPOU/OB 10 TAKOH Ke CXeMe, KaK
U sledeHue Tspkesoro AUDT (ecau yieyeHue HayaTo 6e3 mpo-
MeJieHus1). UHorga ToJsibko HabGJIlOfieHUe IMO3BOJSAET JUud-
¢depennupoBath AUT u JIIII: mocse oTMeHbI KOPTUKOCTEPO-
unoB JIIII He peuuauBUpyeT, TOTJa Kak HUAUONATHYECKUH
AUT nocse npexkpaueHuss UMMYHOCYNIPECCUU NPAKTUYECKU
BCerJia peluJMBUPYeT B TeUeHHEe HECKOJIbKO MecsleB. B He-
onpejesieHHbIX CIyyasiX peKOMeH/1yeTcsl HA3HAYUThb IPo6GHoe
JiedeHHe KOPTUKOCTEPOUJAMU U TIIATeJbHO HAG/II0aTh 3a
COCTOSIHMEM MallMeHTa NPU CHUIKEHUU J103bl 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

NPOABUTBCA B NOCJIEPOIOBOM NepHo/. Y NMallMeHTOK C paHee
JuarHoctTupoBaHHbIM AU BO3MOXHBI yuydllleHHe WU Jaxe
CTMIOHTaHHasi peMHUCCUsl BOo BpeMs 6epeMeHHOCTH. [locse po-
JIOB HepeJKO MPOUCXOJAT ob6ocTpeHus [79-84]. CuutaeTcs,
YTO 3TO CBAI3aHO C BOCCTaHOBJEHHWEM HMMYHMTeTa Mocje
pozoB. TakuM o6pasom, AUT o6s3aTesbHO ciefyeT paccMa-
TPUBATh KaK BO3MOXKHBIN AMAarHO3 NpHU AudPepeHIHaIbHON
JIMarHOCTUKe AUCPYHKIUYU NeYeHH, 0CO6EHHO NMPU HaJIUIUHU
runepraMMarjio6yJIJMHeMUH C CeJIeKTUBHBIM MOBBIIIEHUEM
ypoBHs IgG B nocsepofoBoi nepuoj, a Takxke Bo BpeMs be-
pPEeMEeHHOCTH, NMOCKOJIbKY 060CTpeHHsI BO3MOXHBI B Jil060e
BpeMs B TeuyeHHe GepeMeHHOCTH. JPPeKTHBHASA UMMYHOCY-
npeccus M03BOJIAET HACTYIUTb GepeMEeHHOCTH Y MOJIOABIX
»keHI[UH ¢ AUI, y KoTOpbIX HabJ/I0AaIach aMeHopest [0 Ha-
yaJjia JiedeHus1. Bo BpeMsi 6epeMeHHOCTH UMMYHOCYTIPeCcCHI0
MOYTH BCerja Heo6X0AUMO NOAAEPXKUBATh, YTO 0OBIYHO MO-
3B0JIsSIeT 06eCneynuTh 6/1aronoJiyqyHoe 3aBepllieHre 6epeMeH-
HOCTH.

BupycHbiii zenamum u AUT

EcTb MHEHHE, YTO y BOCIPUUMYUBBIX Jinl, AUl' MOKeT ObITh
WH/JYLMPOBaH BHUPYCHbIMH HHOPeKuusAMU. OnucaH Uesbli
psAA Takux caydaes [3, 4, 85, 86]. MosnekynsspHasi MUMHKpUS
MeX/ly BUPYCHBIMHM 3MHUTONAMHU U 3MUTONAMH ayTOAaHTHTe-
HOB IOATBepXJaeT KOHLENUHI0 BUPYC-UHJYLMPOBAHHOIO
AUT. C ppyro#l cTOpoOHBI, UMelOIlHecss HEMHOTOYHCIEHHbIe
ny6/MKaluK He JIMIIeHbl AUArHOCTUYECKON cucTeMaTuye-
CKOHM OLIMOKU [BYX BUJOB. Bo-nepBbIX, y MallUeHTOB C Cy6-
KJIMHUYECKHM paHee He pacno3HaHHbIM AUI pauarnos mo-
eT OBbITb YCTAHOBJIEH NIPH CJy4alHOM pa3BUTHUH BUPYCHOTO
renaturta. Bo-BTopblx, y nauueHToB ¢ ocTpeiM AUI' 1 BbIpa-
J)KEHHOW TuIepramMmarjo6yjuHeMueil MoryT Hab6J/10JaTbCs
JIO)KHOIOJIOKUTeJIbHbIe pe3y/bTaTbl CepOJJUarHOCTUKU BU-
pycHbIX MapKepoB. C Apyroi ctopoHsl, pasButhe AUl wiun
npusHakoB AUI Takxe oTMeueHO Yy HEKOTOPBIX MALMEHTOB
¢ renatutoM C mocse JedeHuss uHTepdpepoHom-a [87, 88] u
pesKo BO BpeMs ocTporo renatura C jaxke rnocje sJMMHAHa-
uuu Bupyca [89]. JuddepeHiuanbHas AUarHOCTUKA MEXAY
AWT 1 xpoHU4eckuM renaTutoM C B MPOUIJIOM 6blLIa CJIOXK-
Ha, B YaCTHOCTH, M3-32 UMMYHOCTHMYJIMPYIOLINX MOOGOYHBIX
3¢ dekToB MHTepdepOHA-A, OHAKO BCJIEACTBHE BHEAPEHHUS
6e3bIHTepPEPOHOBBIX CXEM JIeYeHHsI 3TO GoJiblie He sBJIA-
eTcsl KJIMHUYeCcKol npo6sieMoi. lenatut C ciefyeT JIeYUTh B
nepByto ouepe/ib. Eciv BocnanuTebHOe nopaXkeHUe NedeHu
coXpaHsieTcs, caeyeT ogyMaTh o fuarose AUT.

AHT de novo y nayueHmos, nepeHecwux
mpaHcnaaHmayuio ne4eHu

AUT nnu AUT-nofo6HBIN CHHAPOM MOXET pPa3BUBATbCA KaK
y B3POCJBIX, TaKk U y AeTel nocie TII no nmoBoAy Jpyrux 3a-
6osieBaHui. [lofo6HY0 cuTyanuto HasbiBaroT AUL de novo
[90, 91], xoTs1 60s1ee yMECTHBIMU MOXKHO CUUTATh IPYTHE TEP-
MHUHBI, TaKHe KaK «IOCTTPaHCIJIAHTALMOHHBIA MMMYHHBIH
renaTUT» WK «AUCPYHKIUA TPAHCIJIAHTATA, UMUTHPYIOILAs
AUT», «moCTTpaHCI/IaHTALMOHHBIN MJ1a3MOLMTApHbIN rena-
TUT», IOCKOJIbKY ITepecaKeHHbIe renaToLUThI, IPSIMO FOBOPS,
He SIBJISIIOTCS «CBOMMM» JIJIsl OpraHU3Ma U, COOTBETCTBEHHO,
MPOLECC B CTPOTOM CMBbICJ/IE HEJIb35l CYUTATh QY TOUMMYHHBIM
[5, 92]. Tak mau nHa4ye, HO CBOEBPEMEHHOE paclo3HaBaHUE
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3TOr0 COCTOSHUA M03BOJIAET U30eXaTb OTTOPXKEHHUS TpaHC-
miaaHTaTa 1 eule ogHou TII, a Takke o6ecneyrBaeT 60Jiee Bbl-
COKYI0 NPOJIO/DKUTENbHOCTD KU3HH, YYUTbIBasg 3pPpeKTun-
HOCTb 60Jiee aKTUBHOM MMMYHOCYNPECCUU C IPUMEHEHUEM
KOPTHUKOCTEPOU/I0B U a3aTHONpPHUHA, KaK NpPU HAHONATHYe-
ckom AUT [90].

ACCOL{UUpOS(JHHble aymoumMMmyHHble COCMOSAHUA

AUT accouuupoBaH ¢ HAJIMYKMEM MIUPOKOTO CEKTPa APYTUX
ayTOMMMYHHBIX WJIM UMMYHOONOCPEJOBAaHHbIX 32601 BaHU I
(cm. Tabu. 4) [8, 13, 29, 45, 93-96]. V nanuenTos ¢ AUT He-
peliko BCTPevyaloTCsl COMYTCTBYIOIIME ayTOMMMYHHbIe 3a60-
JIEBaHUS1, OTpaXKarolliue BeCb BO3MOXXHbBIM JiMana3oH JaHHOU
natoJioruy. TakuM o6pa3oM, NpeJCTaBIsIeTCs Liesecoobpas-
HbIM naiueHToB ¢ AUT GoJiee riyGoko o6caesoBaTh Ha Apy-
ryue ayTOMMMYHHbIe 3a60JieBaHHUs], 0CO6EHHO Ha Ay TOUMMYH-
HBIA TUPEOU/IUT, KaK Ha 3Tale YCTAaHOBJIEHUs JUarHo3a, Tak
Y pery/ispHO B NepHOJ, AHUCIAHCEPHOTO HabJwofeHus [95].
[ToMHMoO Ha/IM4YKsI Qy TOMMMYHHBIX 3a60JIeBaHUH y CaMOro mna-
nueHTa ¢ AUT oHM c 6oslee BBICOKOH YaCTOTOM BCTpeYaroTCs
y POJICTBEHHUKOB MEPBOM CTENEHU 3TUX GOJIbHBIX, I03TOMY
Heo6X0AUMO IJIY60KO aHaIM3UpOBAaTb CeMeMHbI aHaMHes.
JIMYHBIA U ceMeWHBbIA aHaMHe3 TaKXXe MOMOTaeT BbISBUTb
penkue BapuaHThl AWUI BciencTBHe ayTOCOMHO-peneccHB-
HbIX TeHEeTUYeCKUX abeppanuii, HanpuMep cuuapom APECED
(cuHApOM ayTOMMMYHHOH NOJM3HAOKPUHONATHH, KaH/U-
1033, 3KTOEePMaJbHON AUCTPOPUHU), TAKIKE U3BECTHBINA KaK
ayTOUMMYHHBIA MOJIUIJIAHAYASPHBIA CUHJpPOM 1-ro Tuia,
KOTOPBIM BbI3BAH MyTalUsSIMHU reHa ayTOMMMYHHOU peryJisi-
i (AIRE) u xapakTepu3yeTcss XxpOHUIECKUM CITU3UCTO-KOXK-
HBIM KaHAWJ030M, 3KJ0TepMalbHOHN AUCTpodrel U ayTOUM-
MYHHOH JecTpyKLHell HeCKOJbKHX 3HAOKPUHHBIX OPraHOB,
NpPUBOAALIEH TJITaBHbIM 00pa3oM K THIIONAapaTHPEO03y, HeJo-
CTAaTOYHOCTH KOPbI HAATIOYEUHUKOB U TI0JIOBBIX YKeJle3 y )KeH-
wuH (cM. Taba. 4) [8, 13, 29, 45, 93-96].

OcaodxcHernus AU

B uesnom AUT naeT Takue ke 0CJI0’)KHEHUs], KaK U Jilo6oe Apy-
roe OCTpoe WJIM XpPOHHUYECKOe MpoTrpeccupyolee 3a6oseBa-
HUe TeyeHH. [Ipu OCTPBIX MPOSIBJIEHUSX NPeobJaflaeT PUCK
MopakeHUsl MeYeHW U UHQPEKIMOHHBIX OCJIO0KHEHHUH, KOTO-
pble MOTYT YCHUJIUBAThCs HA pOHE UMMYHOCYIIPECCUBHOU Te-
panuu. [Ipu XxpoHHUYeckoM 3a60JieBaHUH, 0COGEHHO B HeJjha-
FHOCTUPOBAHHBIX C/1y4asiX UM IPU HeJL0CTATOYHO aKTUBHOM
JleueHUH, Pa3BUBAIOTCA OCJ0KHEHUS LUppo3a. B yacTHoCTH,
U3BEeCTHBIM mnocnefcTBueM AWIl-accouupoBaHHOTO LHUP-
po3a sBJIseTCs renaTtoue/oasapHbid pak (I'LP), xots B co-
yeTaHuUu ¢ AUI' OH BO3HUKaeT 3HAUYUTEJIbHO pexe, YeM IIpU
JApyrux 3a60JieBaHUsIX, NPUBOASIIUX K Pa3BUTHUIO LIUPpPO3a
neyeHu (cM. tabus. 2) [3, 11, 13, 97, 98]. B ogHOM U3 HeJaB-
HUX MOMYJSLMOHHBIX HCCAeJO0BaHUN YCTAHOBJIEHO, UYTO Y
nanyueHToB ¢ AUl 3HAYMTE/JIbLHO IMOBBILIEH PUCK 3JI0Kaye-
CTBEHHOTO 3200JIeBaHUs MeYeHH WJIM JAPYyTUX opraHoB [99].
B xogze uccienoBaHui, npoBeJeHHbIX B [laHuu, [epmaHuy,
Hupepnanpax, Benuko6purtanuy, CILIA u flnoHuy, B KayecTBe
oco6oro gakTopa pUCKa YCTAHOBJIEH MYXXCKOHW I0JI, @ MpPU-
CYyTCTBUE LIUPPO3a CJAYKHUJIO OGIIMM MpeApacroJiaraloluium
¢daxTopoM k passutuio ['llP, yacToTa KOTOPOTO B NOMYJIALINN

c quppo3oM cocrasuiaa 1-2 % Bropx [11,13,97,98,100-102].
PexoMeHnjanuu no gucnaHcepusauuu nagueHToB ¢ AUT u
LUPPO30M He BaJIUJAUPOBAHbI, OJJHAKO, YYUTHIBAsA BbICOKUHU
puck 'lIP, magueHTaM ¢ LUPPO30OM IMEeYeHHU 1iesieco06pas3HO
Kak/ible 6 MecC. BbINOJHATh Y3 neueHu.

KpoMme ocyioXHeHMH, CBSI3aHHBIX C CaMHUM 3a60JIeBaHU-
eM IeyeHH, caefyeT YYUTbIBATb OCJ0XKHEHUA JJIUTEJbHOU
“MMyHocynpeccud. 06a prcka MOTYT ObITh B3aUMOCBSI3aHBI.
CreayeT OTMETUTB, 4YTO ¥ 5 % MallMeHTOB HelpeJCcKa3yeMo
pPa3BUBAIOTCS BHEMEYEHOYHbIEe 3JI0KAUeCTBEHHbIE OMYXOJIH
pa3JIMYHOr0 KJETOYHOro TUMa C Mpeob/ajjlaHueM HeMesla-
HOMHOTO paka Koxu [99, 103]. Bo3M0XHO, 3TOT PUCK IVIaBHBIM
06pa3oM CBs3aH C AJUTEJbHON HMMYyHOCYTIpeccrel, Heo6xo-
JMMOH 60JIBIINHCTBY NaneHToB. Hacko/bKo prcK pa3BUTHSA
BHeIEeYEeHOYHbIX 3JI0Ka4YeCTBEHHBIX ONyX0JIel OTIM4aeTCs OT
pHCKa B HOpMaJIbHOM NOMYJ/ISILIUK, HEU3BECTHO. TeM He MeHee
pa3yMHbIM NpeJCcTaBJsseTcs 06cneZ0oBaTh nayueHToB ¢ AUT
Ha pyTHe 3JI0KaueCTBEHHbIe HOBOOOPA30BaHMUS, UCIIOJIb3YsI
CTaHZAPTHbBIE NOAXO0/ bl K CKDUHHUHTY.

2. [OwarHo3 AUl cneayeT nogo3pesBath y No6oro naumeHTa
C OCTPbIM 1 XPOHUYECKNM NMOPaXKEHNEM MEYEHU, OCOOEH-
HO Ha PoHe runeprammarnodbynuHemuu (11-2).

3. BaxHylo ponb urpaet 6bicTpasi CBoOeBpeEMEHHas AnarHo-
CTUMKa, MOCKOJIbKY HeneveHbln AVl xapakTepum3yeTcs Bbl-
COKOM cMepTHOCTHIO (1).

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

5. Bo3moxHO ocTpoe nposisneHne AU nubo BHe3amnHoe
obocTpeHne paHee He AmarHoctTupoBaHHoro AU nnn
Hayano octporo AUl 6e3 rmcTosIorMYeCKNX N3MEHEHNIA,
XapakTepHbIX AJ1 XpoHm4eckoro 3abonesarus (11-2).

6. AUl cBfi3aH C pasnMyHbIMW APYrMMU ayTOMMMYHHbIMU
3abonesaHuamu (11-2).

7. Bcem petamc gnarHo3om AU cnenyet BoinonHATL (MP-)
xonaHrunorpadwuio gnsa ncknoyeHna ACX (11-2).

8. MaumeHtam c AUT n umppo3om cnepyet npoBoanTb Y3U
Kaxgple 6 Mec. ¢ uenbto ckpuHuidra r'UpP (11-2).

9. B xopge KoHCy/bTauuu ¢ naumMeHTamMu crenyet o6cyxaaTb
Mepbl YD-3awmTel Npy NPUMEHEHUN UMMYHOLEMNPEC-
caHToB. PekomeHpyeTcs HabnogeHwe y gepmarosnora
L5 UCKITIOYEHWS HEMENTAHOMHOI O paka KOXwu nocne anuv-
TenbHo nMmmyHocynpeccum (I).

Il;1aH 06c/ieJOBaHMSA U JUATHOCTUYECKUE
KpUTepuun

Juarno3 AUT o6GbIYHO OCHOBAH Ha THUIMYHBIX NPOSIBJIEHUAX
3a60s1eBaHUA U UCKJIIOYEHUH APYTUX NPUYUH XPOHHUYECKOTO
nmopakeHUs nevyeHu (cM. Tabu. 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 IpeJJIOKEHbl B YNPOLIEHHOM BUJE [ NOBCe-
JIHEBHOTO NPUMEHEHUS B KIMHUYECKOH NpakTHKe (TabJ1. 5 U
6) [28].
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Taﬁjmua 5. KpnTepnn AUArHOCTUKHU ayTOUMMYHHOTI'0 renaTuTa, Ha KOTOPbIX OCHOBAaHA AUATrHOCTHYEeCKas 6GaJIbHasA CUcTeMa, npeasio-

’keHHad B 1999 r. IAIHG?

JocTtoBepHbIi anarHod AU

BeposaTHbii gnarHo3 AU

HopmanbHbIn ypoBeHb a1-aHTUTpUNcuHa

HopMmanbHbI ypoBEHbB LiepyionaiasMmHa

HopmanbHbIn ypoBeHb Xenesa n depputmHa

OTCyTCTBYET aKTMBHAsA MHpEKLMS, Bbi3BaHHas BUpycamu renatuta A, B, C
ExenHeBHoe noTpebneHne ankorons < 25 r/cyt

OTCyTCTBME B aHaMHe3€e HelaBHero npruemMa rernaToToKCUYHbIX Npe-
naparos

MpeobnagnaeT NoBbIlLeHHAs akTUBHOCTb ACAT/AnAT
YpoBeHb y-rnobynuHos unmn IgG > 1,5 x BI'H

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

YacTuyHbIn gedpunumt al-aHTuTpmuncuHa

JlMarHoCTn4YeCcKkn He3HauMMbI YPOBEHb LiepynonnasMmmnHa/meam
JnarHoCTnyeckn He3aHa4MMble UBMEHEHUS Xenesa n/unn depputnHa
OtcyTcTBYET aKTuBHasA MHdEKLMS, BbI3BaHHas Bupycamu renatuta A, B, C
ExenHeBHoe noTpebnenne ankorons < 50 r/cyt

OTCyTCTBME B aHamMHe3e HelaBHero npuemMa renatoToKCUYHbIX Npe-
naparos

MNMpeobnapaeT NoBbllLeHHAs akTMBHOCTb ACAT/AnAT
'mneprammarnobynuHemus niobon cTenenn

ANA, SMA, aHTn-LKM1 > 1:40 y B3pochnbix

Hpyrune aytoaHtutena

F'mcrtonorusa neyexHn
lMepunopTanbHbI renaTuT, yMEPEHHbIN NN TSXXKeNbln

OTcyTCTBME NOPaxXeHUs BUINapHOro AepeBa, rpaHyieM Uim Belpa-
SKEHHbIX U3MEHEHWI, XapakTepHbIX 4Jis APYroro 3abonesaHuns

'mctonorvs neyexHn
MepunopTanbHbIZ renatuT, YMEPEHHbIN NN TSXENbIN

OTCcyTCTBYE NOPAXEHUs BUINAPHOIO AEPEBA, FPaHYIEM UK Bbipa-
>KEHHbIX UBMEHEHWI, XapakTepHbIX AJ1si APYroro 3abonesaHuns

OyeBUJHBble MPOABJEHUS MO3BOJAKT 3al003PUTh
AWI, a mpuMeHeHHe ONyOGJMKOBAHHBIX KPUTEpPUEB (CM.
TabJs. 5 U 6) — MocTaBUTb AuarHos [26]. K coxasenuro, B
3HAYMTEJbHON YaCTH C/1y4yaeB JUArHO3 NMOCTAaBUTb TPYAHO.
PekoMeHzyeTca HalpaBUTh NMallMeHTa K TenaToJIoTy C OMbI-
TOM JMArHOCTUKU U JiedeHus AUI. Y nanueHTOB ¢ 6eccum-
NTOMHBIM Hava/ oM U INOCTeNeHHBLIM NPOrpeccupoBaHUEM
6e3 SIBHbIX CUMITOMOB JUarHo3 OyjeT OCHOBaH IJIJaBHBIM
06pa3oM Ha J1labopaTOpHBIX AaHHBbIX. TakuM 06pa3oMm, mi1aH
o6csieloBaHUA BKJIIOYAeT TaKHe LleHTpasbHble 3JIEMEHTHI,
KaK LHUPKY/JIUpYyIOIMe opraHoHecrnenuduyeckue ayToaH-
THUTeJIa, aCCOLUMPOBAHHbIE C NOJMKJIOHAJbHON runepram-
Marso6yJMHeMuel, U TUMHUYHAsA WJIM XapaKTepHasl THCTO-
Jlorudyeckasl KapTMHa B OTCYTCTBHe MapKepoB BUPYCHOTO
renatuTa. ['McTosoruyeckoe nccaefoBaHUe TaKXKe CIYKUT
OCHOBOM [IJIl yCTaHOBJIEHUs JHarHO3a.

Jla6opamopHble nokazameu

TUnU4yHbIA 6UOXUMHUYECKUN TPodU/Ib 3a60/1€BaHUS 0OBIYHO
XapaKTepU3yeTcsl MPeuMylleCTBEHHO KapTHHOH remnaTuTa C
ypOBHEM OH/IMpPYOMHA M aKTHBHOCTbIO aMUHOTpaHCcdepas,
HayWlHAsA OT He6GOJIbIIOTO A0 Gosiee yeM 50-KpaTHOro mpe-
BbllleHUs1 BI'H, HopMasbHOM MM yMepeHHO MOBbILIEHHOHN
aKTUBHOCTBbIO GepMeHTOB, XapaKTepHBbIX [JIs XoJecTas3a [4,
26-28]. OpgHako cTeneHb MOBbIIIEHUS aKTUBHOCTU AJAT
He OoTpakaeT TUcTojiornyeckywo TsxecTb AUI. Ciepyet ot-
MeTHUTb: HeJJaBHO NpOBeJleHHble HMCCIe[0BaHUA IOKasalH,
YTO HapsAAY C yBeJUYEeHHEeM aKTHBHOCTH aMHUHOTpaHcdepas
y naypudeHToB ¢ AWUI' MoxeT ObITh NMOBbILIEHA aKTUBHOCTH
[TT (Ho He I[®), npuyeM 3TOT NOKasaTeJb MOXKHO UCIOJIb-
30BaTh KaK He3aBHUCHUMBIA NPOTHOCTUYECKUH dakTop [29,
45]. YuuTbiBass BoJHOOOpa3HOe TedyeHHe 3a60JIeBaHMS, aK-
TUBHOCTb aMUHOTpaHcdepas u I'T'T MoxeT CIIOHTAHHO HOp-
MaJIM30BaThbCs (CIIOHTAHHAsA OHOXMMHYECKass pPeMHCCHs),
HeCMOTPsI Ha COXpaHsIOIHecs TMCTOJOTHYeCKHe MPU3HAKU
BOCMa/IMTeNbHOW aKTHBHOCTH, @ HHOTAA U CUJIBHOIO BOCMNa-
JeHus. [lofo6Hble CIOHTaHHble GMOXMMHUYECKHe PEeMHUCCUU
HMMeIOT KPUTHYeCKOe 3HaYeHHe, TOCKOJIbKY UHOI/Ia OHH NpH-
BOJAT K 3a/lepXKKe W/MJIM HeJ0OLleHKe JMarHo3a, T. K. KJH-
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Ta6siMua 6. YopolueHHble AUarHocTuyeckue kpurepuu IAIHG
[28]

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

AyTOMMMYHHBIH renaTuT: = 7. BepoATHO ayTOMMMYHHbBIH T'€NaTHT:
2 6.

2 JlobaBsieHre 6aIJI0B JI/Is KQX/0T0 U3 ONpe/ie/IsieMbIX aHTUTe
(MakcuMyM 2 6asia).

Tunuynas rucrosorus AUT npejnonaraeT HaMuKMe Kax/i0ro

13 CJIe[lyI0IUX IPU3HAKOB: IEPUNOPTaIbHBIH renaTur,
uMGonUTAPHBIN/IMMONIa3MOLUTAPHBINA HHQUIBTPATHI

B IOPTa/IbHBIX TPAaKTaX U pacpoCTPaHAOIMNICSA Ha JOJIBKHY,
3MIepunosie3 (aKTHBHOe TPOHUKHOBEHHE O/IHOM KJIeTKH B 6oJiee
KPYIHYIO KJIeTKY 6€e3 MoBpex/ieHus nocjaejHei) u opmupoBaHue
rernaToLMTApPHBIX PO3eTOK. ['MCcTO/I0rHYecKas KapTHHA,
cooTBeTcTBYyMOasd AUT: XxpoHUYeckuit renaTUt ¢ TMMoLUTapHON
nHOUIbTpaLMel 6e3 Bcero KOMIIeKca IPOsIBIeHUH,
CYMTAIOLIMXCSA TUIUYHBIMU. HeTUNUYHas KapTHHA — Ha/lMuKe
MPH3HAKOB JIpyroro 3a6ojieBaHus, HAPUMep CTeaTorenaTuTa.

HUYeCKHe NMPHU3HAKK 3a00JIeBaHUSI MOTYT ITOSIBUTHCS BHOBb
JIMLIb CIYCTS1 HECKOJIbKO MeCsIeB UJIH JIeT MO0 He MOSIBUTh-
cs1 BooO1e. Takol XxapakTep TeyeHUs 3a60J1eBaHHs T03BOJIS-
€T 0GbACHUTDL Ha/JWYKMe IIMPPO3a MOYTH y '/, MallMEeHTOB Ha
MOMEHT IIepBOHAYaJIbHOTO YCTAHOBJIEHUSA AMAarHO3a.
[loBblllleHHEe YPOBHA Y-IJ100yIMHA Uan IgG B cbIBOpOTKe
HabJsraeTcs noytu y 85 % nanueHTtoB ¢ AUTT faxke B oTCyT-
cTBUe nupposa [29, 104, 105]. PacnpocTpaHeHHOCTb 3TOTO
SIBJIEHUsI HWXKe y NMalMeHTOB C OCTPbIM HayajoM 3a6oJieBa-
HUsl, IPU KOTOPOM y 6OJIbIIEro yucaa 60JbHbIX (25-39 %)
ypoBeHb IgG HaxoauTcs B mpefesax Hopmbl [106, 107].
Bricokuii ypoBeHb IgG — oTiiMuuTe/IbHAS 0COGEHHOCTD, 110~
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CKOJIBKY ypoBHU IgA u IgM 06BIYHO HAXOAATCSA B Mpejesax
HopMbl [28]. [loBeIIeHHBIN ypoBeHb IgA wau IgM yka3sbeiBaeT
Ha BO3MOXKHOe Ha/IM4Me APYrux 3ab6ojieBaHUMN, HapUMep Ha
aJIKOroJIbHBIH cTeaTorenaTUT U [1B1] cooTBeTCTBEHHO.
BaxkHO MOJ4YepKHyTb, UYTO AUaNa30H HOPMbI JJIS1 yPOBHA
Y-r106y1HOB U 1gG 0CTaTOYHO HUPOK. ITO MO3BOJISAET 06'b-
SICHUTD, IOYEMy Y YaCTH NallMeHTOB Ha MOMEHT yCTaHOBJIe-
HUSA JyarHosa HabJII0JaeTcs «HOPMaJsbHBIN» ypoBeHb IgG.
Y MHOTHX, ec/li He ¥ BceX, 60JIbHBIX YpOoBeHb IgG HaxoAUTCsA
Ha BI'H v 3HauuTe/bHO NaJjaeT Nocje Hayaaa JedeHus,, HHO-
rJia Jaxke HXKe HU>KHeH rpaHuLbl HOPMBbL. [[0CKOJIBKY y 3THX
NaleHTOB HabJIolaeTcd OYeHb HU3KUH eCTeCTBEHHBIH
ypoBeHb IgG, y HUX NPOUCXOAUT OTHOCHUTEJIbHOE MOBBIIIe-
HUe 3TOTO IN0Ka3aTeJss, KOTOPbIH, TeM He MeHee, HaXOJWT-
cs B IpejieJlax CTAaTUCTHYECKW HOPMasIbHOTO Juana3oHa,
YTO NPensAITCTBYeT YCTAaHOBJIEHUIO AHarHosa. JTy TUIIOTe3y
NnoJTBepxKAaeT NaZeHue ypoBHs IgG B mpornecce JiedeHHs.
JleliCTBUTENIbHO, ypOBEHb UMMYHOIJIOGYJIMHOB UMeeT 60Jib-
1ioe 3Ha4YeHHe U CIY>KUT LleHHbIM MapKepoM OTBeTa Ha Jie-
YyeHHe W JOCTIDKEHHs peMmuccud. Kak ObLIO yCTaHOBJIEHO,
JIOCTY>KEHHe HOPMaJIbHOI'O0 YPOBHS HMMMYHOIJIOOYJIMHOB
YeTKO KOppeJupyeT CO CHUXKeHUEeM BOCNaJUTebHON aKTUB-
HOCTH, JlaXke HECMOTPS Ha TO, UTO NPHU HOPMAJbHOM ypOBHe
IgG MoxxeT HabJIOJATbCA HEKOTOpas BOCHA/JIMTesbHAas ak-
THUBHOCTb (MHZEKC aKTUBHOCTH renatuta [MAI] 5-6) [108].
Hopmanusanusi akTUBHOCTH aMHUHOTpaHcdepas U YPOBHSA
IgG, TakuM 06pa3oM, paccMaTpUBaeTCs KakK JUarHocTU4e-
CKUH MapKep MOJIHONW GUOXUMHUYECKOU peMuccui [34].
OTCyTCTBHE BHUPYCHBIX MapKepOB — OJHH U3 YeTbIpex
3JIeMeHTOB, BKJIIOUEHHBIX B YIIPOILleHHbIe IUarHOCTUYeCKHe
kputepun AUl [28], HO B cTpaHax ¢ BBICOKOUW pacmpocTpa-
HEHHOCTBI0O BHPYCHOTO TelaTUTa BO3MOXXHO OJJHOBPEMEH-
Hoe covyeTaHWe AUl u BupycHoro rematurta [109-111]. B

3THX CJy4asxX, ecI¥ B KadecTBe OAHOTO U3 kputepues AUT
CYUTaATbh OTCYTCTBHE BUPYCHOro rematuta, To AU moxer
OCTaTbCsl HeIMAarHOCTUPOBAHHBIM U, COOTBETCTBEHHO, 6e3
snedenusi. 06bp1yHO0 AUT xapakTepusyeTcs 60Jiee arpeccuB-
HbIM TeYeHHEeM W Xy/IIMM NPOrHO30M, YeM BUPYCHBIH re-
natut (B uau C). TuatesnbHasi oleHKa GUOINCHUU NeYeHH U
onpe/ieJleHHe ayTOMMMYHHBIX MapKepoB MO3BOJIAIOT yCTa-
HOBHUTb IPUCYTCTBHE ABOWHOI0 MeXaHU3Ma NOpaKeHHUs Ie-
yeHU. C BHe/ipeHUEeM Ge3bIHTepPEPOHOBBIX CXeM Tepanuu
renatuta C sequts AUl B coueTaHUU C BUPYCHBIM reNaTHU-
TOM CTaJlo Jlerye. B OTHOCUTE/IBHO JIETKUX C/IyvasiX BHavaJje
caeAyeT JeduTh renatut C, a 3aTeM NMOBTOPHO OLleHUWBAThb
COCTOsSIHHE MeYeHH.

Aymoanmumeana

AyToaHTHUTesJla — OCHOBHOM nokasaTesb AUI. ITo BaxkHad
YacTh JMATHOCTUKU. Peakius HenmpsiMod MMMyHodJr00pec-
nennuu (PHU®) — npegnodyTuTebHBIA M1 OCHOBHOM MeTO[
oTpe/iesIeHUsI ayTOAHTHUTEJI B IOBCeJHeBHOM npakThke [112],
3a UCKJI4YeHueM aHTU-SLA/LP (puc. 2). AHa/u3 BBIOJHSIOT
Ha CBeXe3aMOpOXKeHHOM cybcTpaTe, IOJy4YEHHOM OT I'PbI3y-
HOB, KOTOPBIHA 0OGBIYHO BKJIIOUAET MOYKY, IeYeHb U XKEeJIYA0K.
Takast KOMOUHaNMsA 03BOJIAET onpeeaTb ANA, SMA, aHTH-
LKM1, a Takxe penkue anturtesa aHTU-LC1 u aHTu-LKM3,
ecau aHTU-LKM1 orcyTcTByoT. B TO ke Bpema AMA Jierko
onpeJesoTcs nyTeM npejBaputebHoro PHU®-ckpuHUHTa,
YTO IOMOTraeT yCTAaHOBUTb COYeTaHUE UJIU BapUaHTHbIe pop-
Mbl AUT-IIBL. [Tos10’)KKUTe/IbHYI0 CBIBOPOTKY CJleAyeT TUTPO-
BaTh. Y B3POCJbIX 3HAYUTEJNbHBIM TUTPOM cunuTaeTrcs 1:40 u
BhbIllle TpH BeinosiHeHUU PHU®D. Y neteli Ha quarnos AUT yka-
3bIBalOT TUTPbl ANA nm SMA 1:20; antu-LKM1 1:10, eciu ux

MopaxeHne neveHn HeM3BECTHOWN 3TUOMOrnn

!

OnpepeneHve aytoaHTuten PHN®
Ha cpesax TkaHew rpbisyHoB + SLA/LP
(TBepaodasHbiii MDA unm 6noTTuHr)

!

Y ! ! !

| ANA+ | | SMA+ LKM1/LC1+

| SLAILP+ |

N Y Y i

!

| Pe3ynbTaT oTpuuaTenbHbIii |

s

| Ckopee Bcero, AU

| | OcTaeTcs KnMHuYeckoe NogospeHne™

| Bvoncus nevexn |

MoBTOpUTL UCcriefoBaHVe
B ChewuuanuapoBaHHoii nabopatopum

OTpuuaTenbHbIi

(Bkntovas atunuyeckne ANCA
n cneunduyeckue Tectbl Ha LKM1,
LKM3, LC1, SLA/LP, F-aktuH, Ro52,
gp210**, sp100**)

pesynbTaT

— > | [louck Apyrux AnarHo3os,

nmbo 3aTo ayToaHTUTEnNo-
oTpuuatensHbln AU

l MonoxutenbHbI pedynbTat

Ckopee Bcero, AU

Puc. 2. IMnupuyecKuii aJirOpuTM AJI NALUEHTOB c nogo3peHueM Ha AUT uau JIIIII, ocHOBaHHBIN Ha OlleHKe OTBETA Ha JieyeHHe
* Onpepenenve ypoBHs IgG.
** JTH aHTUTEJIa BhICOKOCTIeLuGUYHBI A1 AuarHo3sa [1BL.
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OLIEHHUBAIOT B KOMILJIEKCE C JPyTHMU J1ab0PaTOPHBIMH U KJIU-
HUYECKUMHM T0Ka3aTeJsIMH, YKa3bIBAIOLUIMMY Ha JaHHOE 3a-
6oJieBaHue [54]. [pyrue HMMyHOTHCTOXUMUYECKHEe MeTO/bl,
B YaCTHOCTH TBepJoda3Hbli MMMyHObEepMEHTHBIA aHAIW3
(MPA) unu UMMYHOGJOTTUHL, MOTYT HCIOJb30BaTbCH JJis
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 UCIO0JIb3YIOTCA
B TBepJoda3HbIX aHanu3ax [4, 112, 113].

ANA u SMA cayxaT Mapkepamu AWI-1, koTOopbId Ha-
6stofaetcsa y 75 % nanueHToB [8, 11, 29], HO He ABJATCA
crnenMpUYeCcCKUMH U 06J1aJal0T INUPOKUM JIMalla30HOM reTe-
POTeHHOCTH B IJIaHEe aHTUI'e€HHOH crnenUPHUYHOCTH, a TaK-
JKe IIMPOKOro CIeKTpa TUTPOB. XapakTep ¢JroopecieHun
ANA B Hep2-kneTkax npu AUT 06bIYHO FOMOTEeHHBIH, XOTS
HepeJKO BCTpedaeTcsl U MATHUCTOe OKpalluBaHUe. ITH aH-
TUTesa 06HapyxuBatwT y 43 % naguenTtos ¢ AUT-1 [29]. Ux
HaJIM4yie CBS3aHO C pa3HOOOPA3HBIMHU aHTUI'€HAMHU, BKJIIO-
yasi TUCTOHBI, JByxuenoyeyHywo JHK (15 %), xpomaTuH u
prU6OHYKJIeONpOTEeNAHbIE KOMILIEKCHI. Kakoro-sn6o ogHOTrO
naTTepHA UM KOMGUHALIMY, TATOTHOMOHUYHBIX AJist AUT, He
cyuiecTByeT. MccnenoBaHUs pas/MYHbIX BapUaHTOB OKpa-
myrBaHus Ha ANA He UMeIOT NPAaKTUYeCKOTO KJIMHUYECKOTO
W JJMaTHOCTUYECKOTO 3HAYeHH B NOBCEeJHEBHOH NMpaKTHU-
Ke, TI03TOMY MCNOJIb30BaHWe Hep2-KJeTOK A/ CKPUHHUHTA
AUT He pexkomenayetcs [112-114]. SMA pearupyioT c He-
CKOJIbKMMM 3JIeMeHTaMHU LUTOCKeJeTa, BKJIo4as F-akTHH.
PacnpocTpaHeHHOCTb aHTUTEJ K aKTHUHY, 10 JAaHHbIM JIUTe-
patypsl, coctaBaseT 41 %. [Ipu ncnop30BaHUU B KauecTBe
cyoerpara s PHU® cpe3oB mouykH MOXHO yCTAaHOBUTb
TaKHe NMaTTepHbI OKpallWBaHudA, Kak SMAck (cocyzabl/Kiy-
604yku) U SMACKK (cocyzapl/Kay60uKH/KaHaIbLbl). JTH NaT-
TepHbI 4acTo cBA3aHbl ¢ AUI, HO HEMaTOrHOMOHUYHBI AJ1A
Hero. OHU KOPPEJUPYIOT C aHTUTeHHOCThI0 F-akTuHa [112].
B pamkax auarHoctuku AUI MOXXHO HMcno/Ib30BaTh aHAIU3
Ha SMA K akTHHY. JTH aHTUTeJla TaKXe MOXHO ompeje-
JITB ¢ moMouibio TBepaodpaszHoro UDA [114, 115]. Ognako
PHU® npeBocxoauT TBepAodasubii UPA u obecreunBaet
60Jiee BBICOKYIO CHelUPUUYHOCTb/YYBCTBUTENIBHOCTh NPHU
onpeseneHud SMA. ®akTU4YeCKH aKTUH — 3TO HE eJUH-
CTBEHHbIN LeseBod aHTureH AUIl-cnenududeckoit SMA-
PEaKTHUBHOCTH, NIO3TOMY IIPH BBIITOJIHEHUH TBEPLO0PA3HOTO
V@A MoxHO TponyCcTUTH AuarHo3 npuMepHo B 20 % ciayya-
eB [4,112,113,116-118]. PeakTuBHOCTh Ha ANA 1 SMA ya-
CTO HabJII/IaeTCs B OIHON ChIBOPOTKE, YTO MOBBIIIAET MOIII-
HOCTb aHa/Iu3a.

AnTu-LKM1 wu/unn aHTtu-LC1 ciayxaT ceposioruyecKu-
MU Mapkepamu AUT-2. 06a aHTHTEa HEPEJKO COCYLIECTBY-
10T. B rpynne u3 38 nauuentoB ¢ AUIl-2 pacnpocTpaHeH-
HocTb aHTU-LKM1 coctaBuna 66 %, antu-LC1 — 53 % [29].
B oTsinyue oT rereporeHHOCTH aHTUreHOB JJd ANA u SMA
[JlaBHasl MULIeHb-ayTOaHTUreH AJs aHTU-LKM1 ycraHoBJe-
Ha 4eTKo — 3T0 yutoxpoMm P4502D6 (CYP2D6), nis aHTU-
LC1 — dopMumMHuHOTpaHCcPepasa nukaogesamuHasa (FTCD).
HecMmoTpsa Ha TO 4YTO LieleBOW aHTHUIeH YeTKO YCTaHOBJIEH,
Hu aHTU-LKM1, Hu anTu-LC1 Hecnenuduunsbl guas AUT. OHu
onucaHbl y He6osbioH yactu (5-10 %) B3poc/abIx U JeTel
¢ xpoHuveckuM rematutom C [87, 88, 119-123]. Hanuuue
rOMOJIOTMYHBIX TocefoBaTenbHOcTell y CYP2D6 u GenkoB
Bupyca renatuta C (HCV) ciykuT OCHOBOH //151 MOSIBJIEHUS
anTu-LKM1-anTHTEN y manueHTOB ¢ renatuToM C, KOTopble

reHeTHYecKH npeapacnosioxensl kK AUT (raBHBIM 06pasoM,
DRB1*07-mo3uTHBHBIE), Yepe3 MeXaHHU3M MOJIEKY/ISIPHON
MUMUKpuUHK [124]. CpeAn ApPYruUX BUPYCHBIX OEJKOB TaKxkKe
BCTpeYaroTCcs FOMOJIOTYM aHTUTeHa-MUlleHU A aHTU-LKM1
[5]. KpoMme Toro, anTuTesna k LKM1 onvcaHbl B TpaHCIJIaHTa-
Tax Ne4YeHU NMalMeHTOB ¢ 60Jie3HbI0 BUbcoHa mocsie anuso-
0B OTTOpKeHus [125].

AHTH-SLA/LP —  eAMHCTBEHHOe  AyTOAHTHUTEJIO,
cnequduyHoe ansg AU u moatoMmy o6sajaroliee BbICO-
KOH JIMarHOCTUYEeCKOH 3HAYMMOCTbIO. YCTAaHOBJIEHO, YTO
QHTUIE€HOM-MUIIEHBIO JJI1 3TOTO aHTUTeJA CIYKUT CHH-
tasza (S), xouBeptupylomas O-dochocepun-tPHK (Sep) B
ceneHonuctenHua-TPHK  (Sec). TepMuHoJIOTHYeCcKH Tmpa-
BUJIbHOE Ha3BaHWe 3TOU cuHTas3bl — SepSecS [126, 127].
PaspaboTaHbl KoMMepueckue Ha6GOpbl AJs OlpejeseHUs
anTu-SLA/LP (TBeppodasubiit UDPA u 0T-UMMYHOBJIOTTHHT)
[126, 128]. AuTu-SLA/LP omnpegensitorcs npuMepHo y 30 %
nanueHToB ¢ AUT 1 yale cBsA3aHbI ¢ HAJIMYHMEM OOBIYHBIX Ay-
TOAHTHUTEJ, HepeJKo ¢ aHTU-Ro52 [128-132], HO WHOrAa UX
06HApY>XMBAIOT KaK eJUHCTBEHHOE aHTHUTeJI0. Hamnuue aTux
AQHTUTeEJI 03BOJISIeT BbISIBUTH NMAallUEHTOB C 6oJjiee TsKeJbIM
nopakeHHeM Ie4YyeHU U XyAuM ucxonom [49, 50, 133, 134],
XOTsI IPOTHOCTHYECKasi 3HAYMMOCTb MX OJJHO3HAYHO He yCTa-
HoBJIeHa [129, 132].

Illenecoo6pa3Ho jasbHelllee onpejeseHHe ayTOAHTH-
TeJs, 0cO6EHHO B CIy4asix, KOTZa epedrcJeHHbIe BhIIIEe aHa-
JIN3bI 0KA3aJIMCh OTPUILIATEIbHBIMU. AHTHTEJIA K UTOIlJIa3Me
HeliTpodunoB (ANCA) onpenessiioT, UCNI0Jb3yst PUKCUPOBAH-
Hble B 3TaHOJIE YesloBeYecKre HeUTPOodUIIbI ¢ pa3BeZileHueM
ceiBopoTkH 1:20. Y nanueHToB ¢ AUI-1 Takxke 4acTo NPUCYT-
cTByoT atunuyeckue ANCA, moHayasny cYMTaBIIKMECH CHEeLU-
¢uunbiMu A [1CX n HecnenudUYeCKUX BOCHATUTENbHBIX
3a6osieBaHui kuireyHuka (HB3K) [135, 136]. [MocienHue
JlaHHble CBUJIETEJBCTBYIOT O TOM, YTO AHTHUIEH-MHUIIEHb
JIOKAJIU30BaH B si/lepHON MeMOpaHe, B CBS3M C 4eM HEKOTO-
pble aBTOPbI ONMMCBHIBAIOT 3TH aHTUTeJA KaK NepUHyKJeap-
Hble aHTUHeHTpoubHbIe sifepHble (p-ANNA) [137, 138].
[TonoxxuTeIbHOE OKpALIMBAHUE MOXET CJIYKUTb JIOTOJHU-
TeJIbHBIM TOKa3aTesieM B MoJib3y guarnosa AUIL, oco6eHHO
€C/IM aHaJIM3 Ha Apyrue ayToaHTUTeJa Jjajl OTPULATEIbHbIHN
pesyabtat [27, 112]. AMA, cnequduyeckuit ceposoruyeckuin
mapkep [1B1l, unorzaa (8-12 %) [139, 140] o6Hapyx«HBaeTcs y
NaleHTOB ¢ KiaccuyeckuM ¢peHoTunom AUT 6e3 mpusHakoB
[IB1] 1 MoxeT cayXUTb nokasateseM Haandud [1BLl kak co-
MyTCTBYIOLETr0 U1 OCHOBHOTO 3a60/1eBaHUsA. Tak WM HHade,
NaleHTOB CJeAyeT KaaccuGULUPOBATh U JIEYUTh B COOTBET-
CTBUH C KJIMHUYECKUMU JJAHHBIMH.

CepoJioruyeckoe Mccae/loBaHue NP ayTOUMMYHHBIX 3a-
60JIeBAaHUAX OCTAETCS aXHMJJECOBOH NATOM JUAarHOCTHUKH
AWI. ®aktuvecku aasa BbinosHeHuss PHU® ¢ umcnosnb3oBa-
HUeM TKaHel I'pbI3yHOB (110 MHEHHIO KOMHUTEeTa M0 ayTOUM-
MyHHOH ceposioruu IAIHG, 3To jiydLinii MeToZ, onpeeseHust
ayTOAHTHUTEJI) TPeOYIOTCS ONbITHBIE JJAGOPAHTHI, @ CAM METO/,
TPYZAOEMOK M HeJOCTAaTOYHO CTAHJAPTH30BaH. B peaybHOH
KU3HU NOJIydeHHe COOCTBEHHBbIMH CHJIaMH KayeCTBEHHBIX
cpe3oB s PHU® npeacTaBisieTcs HeBbIOJHUMOM 3ajauei.
Ha priHke MMeloTCsl KOMMepyecKHhe CyOCcTpaThl, XOTs UX Ka-
YecTBO He BCerza xXopoluee. ITH Cy6CTPaThl JJist NPO/JIEHHUs
CpoKa rofIHOCTH 06pabaThbIBAlOT KOHCEPBAaHTaMH, KOTOpPbIe
JaloT GOoHOBOE OKpallMBaHMeE, YTO MOXKET 3aTPYAHHUTb HH-
TeprpeTanuio KapTHHbI GJI00PEeCLeHIHH.
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KiinHu4yeckue pekoMeHJaluu

B cBA3M ¢ 3TUM HAGUPAIOT MONYJIAPHOCTb APYrUe MeTo-
Jbl, HanpuMep TBeppodasHbii UPA. dTomy cmocobcTByeT
BHeJipeHHEe Hab0pOB, OCHOBAHHBIX HAa PEKOMOWHAHTHBIX/
OUMILeHHbIX aHTUreHax-MulleHsx (CYP2D6, FTCD, SLA/LP,
F-akTuH). OfHako ucnoJib3oBaHue TBeppodasHoro MDA B
KaueCTBe e/IUHCTBEHHOI'0 OCHOBHOTO HcciefjoBaHusA Ha AUT-
aCcCOLMMPOBAHHbIE AyTOAHTHUTEJA HEBO3MOXHO, NMOCKOJIbKY
OTCYTCTBYeT KOMOWHAIMs MOJIEKYJSPHBIX MapKepoOB JJis
HazexxHoro onpepeneHuss ANA u SMA, Torza Kak 3TOT METO[
JlaeT Takue e pe3yabTaThl, kak U PHU®, npu onpenenenun
aytoaHTtuTesa (aHTU-LKM1, anTtu-LC1), aHTUreHBbI-MUILIEHU
KOTOPBIX YCTAaHOBJIEHBI HA MOJIEKYJIApHOM ypoBHe [141]. Ha
puc. 2 mpeAcTaBJieH aJrOpUTM OIpeJieJIeHUs ayTOaHTHUTe I
npu AUT.

TuTpe!l U crnenPUUYHOCTh ayTOAHTUTEN B TedyeHHe 60-
JIe3HU MOTYT MEHSTbCS. Y NMallueHTOB, KOTOpPble ObLIN cepo-
HeraTUBHbBIMHA Ha MOMEHT YCTaHOBJIEHUS JMarHosa, ayTo-
aHTHUTeJIA MOTYT ObITb O6GHapyxXeHbl mo3nHee [142, 143].
dakTHyecKd NOBTOPHOE HCC/Ie0BaHHE I03BOJIAET O6GHa-
PY’KUTb ayTOAHTHUTEJA U MOCTABUTH NMPABU/IBHBIA JAHArHo3
[27,112,113]. Y B3poC/abIX TUTPBI ayTOAHTUTEJ O4eHb CJ1ab0
KOppeJMpYOT C aKTUBHOCTBIO 3a60/1eBaHUs, KIMHUYECKUM
TedyeHHEM M OTBETOM Ha JiedeHue [144], mnoaToMy HeT He06X0-
JMMOCTH Pery/IsIpHO KOHTPOJIMPOBATh 3TOT MapaMeTp, 3a UC-
KJII0OUeHHEM CyLleCTBEHHOI0 U3MeHeHHs KJIMHUYECKHUX Mpo-
ABJIEHUU. Y JAeTel ke TUTPbl ayTOAHTUTEJ MOTYT CJIY>KUTb
LleHHbIMU 6MOMapKepaM| aKTHUBHOCTH Ipoliecca U Ioka3aTe-
JieM oTBeTa Ha JieyeHue [145]. B yacTHOCTH, TUTpP aHTU-LC1,
KOppe/siupysl C aKTHUBHOCTbIO 3abo0JieBaHUsl, 3HAUUTEJbHO
(> 50 %) cHMKaeTCA UM Hcye3aeT BO BpeMsl peMHUCCHH U pe3-
KO MOBBIIIAETCS BO BpeMs penuzuba [146].

O6HapyKeHHe ayTOAHTHUTEJ UTPAeT IJIaBHYIO POJIb B iNa-
rHo3e AU [lepcoHasn 1abopaTOPUU U KJIMHULUCTBI JJOKHBI
MOBBIIIATE CBOM ONBIT OLlEHKU NMpOsIBJIeHUH 3a60/1eBaHUA U
HMHTepIpeTaluyuy ayTOUMMYHHBIX CEpOJIOrMYeCcKUX MoKa3aTe-
JIeW TOpaKEeHUs ITedYeHH, YTOObI MPUHECTH MaKCHUMaJsbHYIO
M0JIb3Y CBOMM NalMeHTaM. JTH JlabopaTOpHbIE HCCIeA0Ba-
HUA CJleJlyeT Ha3HAYaTh LjeJieHaNpaBJIeHHO, UCXOs U3 ybe-
JUTEJbHbIX KJIMHUYECKHUX JaHHBIX, a pe3y/bTaTbl HeJb3s
WHTepIpeTUpOBaTh 6e3 yyeTa KOHKPETHOM KJIHMHHUYECKOHN
cuTyauuu. Jlulb nocje 3TOro MOXHO NPUHUMAThb 3/paBble
060CHOBaHHbBIE pelleHUs U UCI0JIb30BaTh CEPOJIOTUYECKYIO
JIMarHOCTUKY BO 6J1aro nanueHToB. HakoHel, He BO Bcex Jia-
60paToOpHAX MOKHO CZie1aTh OJHbIH KOMILJIEKC aQy TOUMMYH-
HBIX CEPOJIOTMYECKUX TeCTOB. BaxkHO HAaWTH Te J1abopaTopHH,
KOTOpble MOTYT AaTb IOJHYH XapaKTePUCTHUKY CbIBOPOTKH
nalyeHTa, 0CO6eHHO B HeOIpe/ieJIeHHbIX CIydastX.

T'ucmosozus

Heo6xoUMbIM yC/IOBHEM [AJisi MOCTAHOBKU JuarHosa AUT
CIIY>)KUT O6uoncus neyenu [26-28]. [lomuMo nesielt guarso-
CTHUKH THUCTOJIOTMYECKOe HCCJe[JoBaHHe HEeO6XOJHUMO JJIs
BbIOOpA TAKTUKHU JIeYEeHHUS U, €CJIM HeT IPOTHUBOIIOKA3aHHUH,
JIO/DKHO 6BbITh BBINOJIHEHO /0 Hadyasa JjedeHus [27, 28]. B
caydae TsDKeJIOM KoarysomnaTHHU MOXHO HCIOJb30BaTh fl0-
CTyN 4Yepe3 sipeMHYI0 BeHY, B YaCTHOCTH MPU OCTPOM/MOJI-
HMEHOCHOM HauvaJle 3a6osieBaHus. C Jpyroi CTOPOHBI, J0Ka-
3aHa 6€3011acHOCTb GMOIICUH M0/ BU3yaJIbHBIM KOHTPOJIEM B
X0Jle MMHU-JIanapockonuu [147], naxke B cydasx BbIpaKeH-

HOH KoarysonaTtuu [148]. ITa npoueaypa nMo3BoJseT MOJIY-
YUTb U HEKOTOPYK JOMOJHUTEJbHYI HWHopManuio [147,
149]. ins AUT TUNUYHBI NepUNOPTaNbHbIHA (MOTPaHUYHBIN)
renaTUT C JIOTHBIMU I1J1a3MOLMTAPHBIMU U JIMMQOILIa3MO-
LUTAPHBIMU MHOUJIbTpPAaTaMM, 06pa3oBaHUe renaToLUTap-
HBbIX pO3eTOK, 3MIepunose3 (aKTHBHOe NPOHHUKHOBEHHE
OJIHOH KJIETKH B 60Jiee KPYNHYIO KJIeTKy 6€e3 MoBpexX/eHus
MocJieIHEN), OTEK renaToUTOB U/WUJIN NUKHOTUYECKUH He-
Kpo3 [28, 150, 151]. [lnazamaTuyeckue KJeTKU 0ObIYHO CKa-
IJIMBAIOTCS HA FPaHULE MEX/AY CTPOMOH U MapeHXUMOH, a
TaKXKe ONpeJeJISIOTCS 10 BCEH JJ0JIbKe, XOTS UX MasodMC-
JIEHHOCTb B BOCIIaJINTeJbHOM HHUIbTpaTe (34 % Bcex ciy-
YyaeB) He MPeNsATCTBYEeT YCTaHOBJIEHUIO fuarHosa [150, 152,
153]. Mopdosiornyeckux Npu3HaKOB, KOTOPble MOXXHO OBIIO
OBl HAa3BaTh MATOTHOMOHUYHBIMU AJis AUT, He cyliecTByeT.
[lepunopTa/nbHbIA renaTuT — HecnenuUIECKUN TPU3HAK;
ero MOXHO OGHapy»HUTb y NALMEHTOB C JIEKAPCTBEHHBIM,
BUPYCHBIM HJIM UMMYHOOIIOCPE/JOBAHHBIM ITOPAXKEHHUEM ITe-
YeHH.

Takyve NpU3HAKU BBIPAXKEHHOW BOCHAJIUTEJNbHOW akK-
THUBHOCTH, KaK MaHJOOY/ISPHBIM TenaTUT, MOCTOBUAHBIN
HEKpO3 U MaCCHBHBIM HEKpPO3, BCTPEYAITCs Pexe U Mo-
IyT HabJI0AaThCs MPU OCTPOM Havase 3abosieBaHus [27].
XapakTepHass THCTOJIOTMYeCKass KapTHHA IpeJCcTaBjeHa
NaHalMHAPHBIM renaTUTOM (KOJIJIANC NMapeHXUMbl), KOTO-
pbIH 0COGEHHO YaCTO BCTpeyaeTcsl B OMONTATAX, B3SATHIX B
NepuoJ, OCTPOro Havasia 3a6osieBaHUsA. JTa KapTHHA BeCbMa
M0X0’Ka Ha JieKapCTBeHHbIH renatutT [154, 155]. MoxeT Ha-
6J11071aThCsl, HA06OPOT, NEPULLEHTPaIbHbIN HEKPO3 (3-5 30HA
PannanopTa), KOTOpbIH TakXke HallOMHHAeT OCTPOE TOKCH-
Yyeckoe nopakeHue nevenu [107, 156, 157]. 3Tu ructosioru-
YyecKHe BapUaHThI TOPAXKEHUS NeYeH! HeJJaBHO ObIIU Npej-
JIOXKeHBI MCC/leloBaTeIbCKON IPYNION 110 U3yYeHHUI0 OCTPOH
Me4yeHOYHOW HeJ0CTaTOYHOCTH MHCTUTYTOB 30poBbs CIIA
B KayecTBe KOMILJIEKCA JJUarHOCTHYeCKUX KputepueB AUT,
NPOSIBJISAIONIEr0CS OCTPOM NMeYeHOYHOH HeJ0CTaTOYHOCTbIO
[37]. JlomomHUTE/IbHBIE TPOSIBJIEHUS B CJy4asiX OCTPOH Iie-
YeHOYHOW HeJI0OCTAaTOYHOCTH, BbI3BaHHOU AMUI, Bk/OYaArOT
MPUCYTCTBUE NOPTAJbHBIX TUMGOUIHBIX GOJIUKYI0B, BOC-
MaJUTeNbHbIM HHQUABTPAT, GOTaThblil MJa3MaTHYeCKUMU
KJIeTKaMU, U LeHTpaJbHbli nepuBeHyaut [37, 107]. B no-
BTOPHBIX GMONTATAaxX Me4YeHH, MOJy4eHHBIX Y MALUEeHTOB C
OCTPBIM HayasIoM 3a60JieBaHUA, OTMEYEH Nepexo/| OT Nepu-
LEHTPAJbHOTO rernaTuTa K nepunopranbHoMmy [158]. 3tu
HabJ110/leHUsI TOBOPSAT O TOM, YTO NePHUBEHYISPHbIEe U3MEHe-
HUS MOTYT ObITb PAHHUM T'MCTOJIOTMYECKUM IPOSIBJIEHUEM
AWT, KoTOpoe OTCYTCTBYET B 6HONTATAX, HOJYYEHHBIX 1103-
xe. MoryT Hab/I0jaTbCs U ApPyrue U3MeHeHUs, Takhe Kak
rpaHyJ/ieMbl, XOJIaHTUT, CT€aTO3 UJIM CTeaTOTreNnaTHT, OAHAKO
B C/y4yae 3HAYUTEJbHOW BBIPQ)XEHHOCTH OHM YMEHbIIAIOT
BeposATHOCTb guarHo3a AUL B 10 % cayyaeB onucaH Boc-
MaJUTEeNbHbIN JUMQOUUTAPHBIA HHPUABTPAT KETUHbIX
MNPOTOKOB. Y 3THX JIUL, 0GBIYHO OTCYTCTBYIOT KJIMHUYECKHUE,
cepoJIoTHYecKHe W UMMyHoJslorudeckue npusHaku I1BL, a
IpH JileYeHUH KOPTHUKOCTEPOUAaMH HAGII0[aeTCs XOPOLINH
OTBET, KaK y MalueHToB c Kiaccuieckum AWT [63, 159]. Ha
MOMEHT YCTaHOBJIEHUS] JMarHosa NpUCYTCTByeT ¢ub6po3
pas/iM4HOM cTajguu. [IpumepHo y '/, NalMEHTOB yxe oTMe-
yaeTcsa uuppo3 [150, 151, 160]. [Ipu MakpocKomuuecKou
OlleHKe MyTeM MHHM-JANapOCKONUM 4YacTOTa BbIABJIEHUS
1Mppo3sa NoBbllaeTcs [0 '/, cyvaes, NOCKOJbKY KPYIHO-
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y3J710BOH xXapakTep uupposa npu AUl MmoxxeT 06yCI0BUTH
JIOXKHOOTPHUILIATENbHBIA pe3yJbTaT GUONCHHHOrO HCCJeN0-
BaHHUSA NMPU OTCYTCTBUU (UOPO3HBIX NMEPETOPOJOK MEeXIy
pereHepupymoIiLUMU fojbkaMu [147, 161]. UHTepecHO, 4TO
TUCTOJIOTUYECKUE  TNPOSBJIEHUS  HEKPOBOCHAJIUTENbHON
aKTUBHOCTH U TskecTu AUl Hepeako He COOTBETCTBYIOT
GHOXUMHUYECKON aKTUBHOCTHU 3a6osieBaHus [27, 28, 34, 40].
TakuMm o6pa3oM, OGHONCHSA HEYEeHU I103BOJISET MHOJYYUTh
NPOTHOCTUYECKYI0 HMHPOpPMaAIMI0 U OOGOCHOBATb TaKTHUKY
JledeHust. Hanpumep, HajM4yue LUppo3a BJIMUSET Ha BbIGOD
U J103y UMMYHOCYIIPECCHBHBIX IIPENapaToB U yKa3blBaeT Ha
HeO06X0/JUMOCTb PEry/sipHOro o6c/e/J0BaHUsA MalMeHTa Ha
npesiMeT TaKUX OCJI0KHEHUH, Kak BapMKO3HO€e paclIMpeHue
BeH nuueBoga u I'LIP. Jly4yiie Bcero, ec/ivd rucToJIoruyecKkue
npenapaTbl U3Y4YUT ONBITHBIM T'MCTONATOJIOT, KOTOPBIH B
HanboJiee CJHOXKHBIX CJAy4yasX JOJDKEH 0OCYAUTb BOIPOC C
KJMHULUCTOM. [1aToJI0T OJKEH OLEHUTD BOCIAJUTEIbHYIO0
akTUBHOCTb N0 UAI, a5 TOro 4To6bl 3a BbIPA)KEHHOCTBIO
BOCIIAJIEeHUs] MOKHO OBbLJIO CJeJUTb BO BpeMs JIeYEHUA U
JlMcraHcepHoro HabsoneHus. HecMoTps Ha pacTymui uH-
Tepec K HEMHBA3WBHBIM MeTO/aM oOlleHKH ¢ubposa u Boc-
najieHust, 6GOJIBLIMHCTBO UCCIEA0BAaHUN 3THX METOAUK BbI-
MOJIHEHO Y NMalMeHTOB ¢ renatutoM C, a B oTHomeHuu AUT
JlaHHble BecbMa CKyJHble. OTpaHUYEHHOCTb KJIMHUYECKOI'0
NpUMeHEeHHUs 3TUX MeTooB npu AUI, B yacTHOCTH ynbTpa-
3BYKOBOU 3j1acTorpaduu neyeHu, 00yCJA0BIEHA HAJOXKEHHU-
€M HeKpOBOCMa/JUTeNbHbIX U3MeHeHUH B ¢pase 060CTpeHUs
3a00JieBaHUsl HA UBMEHEHHS, CBSI3aHHbIE C LIUPPO30M COOT-
BeTCTBYMWILeH craguu [162]. HegaBHO 6blu NpeJioKeH He-
WHBAa3UBHBbIN JAMArHOCTUYECKUH HMHJEKC NPOrHO3UPOBAHUSA
BOCNA/JIUTEJbHON aKTUBHOCTH U TSXeCTH $UOpo3a, 0CHO-
BaHHBIH Ha CTAHZAPTHBIX JIAGOPATOPHBIX IMOKAa3aTessdX y
nanueHToB ¢ AUI, KOTOpBIA CAYyXKUT YAOGHBIM CpeJiCTBOM
KOHTPOJIs1 aKTUBHOCTH 3a60JIeBaHUS BO BpEMS JIe4eHUSs], HO
B HaCToOsilllee BPeMsi OH He CIOCOGEH 3aMeHUTb OHMOICHIO,
0COGEHHO Ha MOMEHT YCTAaHOBJIEHHs AuarHosa [163].

ﬂuaZHocmuquKue Ko/iu4ecmeeHHble Kpumepuu

B 1999 r. IAIHG ony6JiMKoBa/la KOMIIJIEKCHYIO 0aslJIbHYIO
CUCTeMy, KOTOpas npeJycMaTpUBaeT PaHXKUPOBaHHE KaX-
JIOTO KJIMHUYECKOTO, 1a60paTOPHOT0 U IMCTOJOTUYECKOT0
MoKasaTeJis, a TAaK)XKe OTBEeT Ha JIeYeHHue KOPTUKOCTepour/ia-
Mu [27]. ITa cucTeMa U3HavyaJbHO 6GblIa pa3paboTaHa s
Bbl/leJIEeHUs] OJJHOPOJIHBIX KOTOPT mauueHToB ¢ AUl s
y4acTHus B KJIMHUYECKUX UCCJIe/J0BaHUSAX, a He JJIsl JUaTrHO-
ctuku AUI' 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 MONMYJSALUNA B KIMHUIECKUX
HCCIelOBAaHUSAX, OHA NOJIyYyMsa IHPOKOE pacnpocTpaHe-
HUe B KJMHUYECKOH NpaKTHKe /J OLeHKHU NalMeHTOB C
Ha/IMuMeM HeCKOJIbKHUX NPU3HAKOB 3a00JIeBaHUs UJIM aTH-
HNUYHBIMHU NPOABJIEHUAMH, KOTOPble HEBO3MOXXHO OLlEHHUTh
C MOMOLIbIO ONMHCATeJbHBIX KpuUTepueB [167]. OcHOBHBIE
NpHU3HAKH, Ha KOTOPBIX OCHOBaHA 3Ta JHUarHoCTUYecKas
cucTeMa, NpejcTaBieHbl B TabJs. 5. [lpensTcTBUeM s
HCI0JIb30BAaHUSA 3TOH IIKaJIbl B KJIMHUKE CIYKUT €e CJI0XK-
HOCTb U HECNOCOGHOCTDb YyeTKo auddepennuposatb AU u
xXoJiecTaTu4yeckue cuHpoMbl. B 2008 r. IAIHG pa3paboTa-

Jla yNpoOIeHHY0 Kaly JJIl NOBCeJHEeBHON KIWHUYECKON
npakTuku [28]. OHa ocHOBaHA Ha YeThIpeX MapaMeTpax:
Ha/lu4yve U TUTP ayToaHTUTeJ, onpefenseMblx PHU® unn
TBeprodasHbeiM UPA (g1 aHTU-SLA/LP), KOHLEHTpanus
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/laeT HECKOJIBKO MEHb-
el 4yyBCTBUTENbHOCTBIO (95 vs 100 %), Ho 60J1ee BBICOKOU
cnenuduyHoctbio (90 vs 73 %) u TouHOCThIO (92 vs 82 %)
[55, 166, 168, 169]. Kak noka3bIBalOT HEKOTOpPbIE UCCIE/0-
BaHHs, 3TA CUCTEMa XOpoLIo paboTaeT y MallMeHTOB C Ba-
puantoMm AUT-TIBI] [168, 170]. 3Ta cucTeMa He OlleHUBAaET
OTBET Ha JiedYeHHe KOPTHUKocTepouJaMu [169], KoTopbii
ABJISIETCA JJONOJHUTENbHBIM KPUTEpHEM, a Ipex/Je BCero
CJIY>XUT PYKOBOJCTBOM [iJIs1 HauaJ/la JieueHHUs, KOrja cBejie-
HUH 06 OTBeTe Ha JieueHHe, eCTeCTBEHHO, ObITb He MOXeT.
JlaHHas ynpolleHHas OLleHOYHas CUCTeMa MO3BOJISIeT HC-
ka04uTh AUI' y nanueHTOB ¢ ApyruMy 3a60JIeBaHUAMU U
CONMYTCTBYIOIMMH UMMYHHBIMH HapyleHusiMu [166, 170],
HO BMeCTe C TeM HeceT 60Jiee BbICOKYIO BEPOSITHOCTb OIIU-
GOYHOr0 HCKJIIOUEeHHUs [AHarHo3a B aTUNUYHBIX CJy4asx
[166, 169, 171]. [lna noATBepKAeHUS 3TUX HAOJIIOAEHUN
TpebyeTcs MPOCNeKTHBHAA OlleHKa JaHHbIX KPUTEpHUEB.

TakuM 06pa3oM, YNpPOIEHHBIMH KPUTEPUAMH YA0OGHO
M10/1b30BaTbCs1, 3TO XOPOLIUK NHCTPYMEHT [iJIsi IPUMEHEHHUS B
MoBCeZIHEBHON KJIMHUYeCKOH npakTuKe. C APyroi CTOPOHBI, B
OTCYTCTBHE JJUarHOCTHYECKOTO «30JI0TOrO CTaHJApTa» KJIH-
HULMCTBI JJO/DKHBI N0JIaraThCs Ha JII00YI0 AUarHOCTUYECKYI0
CUCTEMY TOJIbKO KaK Ha BCIIOMOTaTeJIbHOE CPeJiCTBO IUarHo-
ctuxku AUT [172] 1 ucnos1b30BaTh KPUTEPUH C YIETOM KJIHU-
HUYECKON CUTyalUH. B 3TOM KOHTEKCTe CTaHJapTHbIE Aua-
FHOCTUYECKUEe KPUTEPUU He BCerjia MO3BOJISIOT NMOCTaBUTh
JAnarHos AUT y nanneHTOB € OCTPbIM UJIM MOJIHUEHOCHBIM Te-
yeHueM. OcTpblil uau MosHMeHOoCHbIN AUT XapakTepusyeTcs
BHe3alHbIM M0SIBJIeHHeM CHUMIITOMOB, 4acTO C OCTPOH INeye-
HOYHOM HeJJ0CTaTOYHOCTBIO. CJI0)KHOCTb YCTaHOBJIEHUA Aua-
rHO3a CBSI3aHa C OTCYTCTBHEM OOIENPHUHATOrO ONpeseseHus
[173] u peHoTunmyeckux xapakrepuctuk AUl daktuuecku y
25-39 % nayueHTOB € ocTpo Bo3HUKarouM AUT oTMevaeTcs
HOpMasibHbIH ypoBeHb IgG [106, 107],ay 9-17 % — He omnpe-
JleJISTIOTCS LUPKYyIMpylolnye ayToanTuTtena [39, 106]. Bosnee
BBICOKHMH NpPOILEHT NaljMeHTOB C HOPMaJIbHBIM ypoBHeM IgG
B 3TOH CUTYyallUd MOXXHO OOBSCHUTH HEOOJIbIIOW MPOZOJI-
YKUTEJIbHOCTbIO BOCHNAJUTENbHOTO Nponecca. 06s3aTesbHO
cl1eAyeT AesaTb GUOMNCHUIO TIeYeHHU, XOTs KJIacCuuecKue Hapy-
LIeHusl, MaTOrHOMOHUYHbIe AJs AUI, HepeKO OTCYTCTBYIOT
Y Hau6oJiee BbIPa)KEHHBIM U3MEHEHHEM SIBJISIeTCS NepHUlleH-
TpaJibHbIHA HeKpo3 [37, 156-158]. Ha cerosHs uMeeTcs1 0O4eHb
MaJIo JAHHBIX, KACAIOUIUXCS NPUMEHEHHs OMyOJIMKOBAaHHBIX
OIIEHOYHBIX CHUCTEM B YCJIOBUSAX ocTporo Hadasa AMT [169,
174]. Y 70 nmanueHTOB C MOJTHUEHOCHOM MeYeHOYHOU HeJo-
CTAaTOYHOCTbIO NepecMOTpeHHas 6GaJl/IbHas CUCTeMa yKasbl-
BaeT Ha fuarHo3 AUT B 40 % cnydaes, Torja Kak ynpolleHHas
cucTeMa — TOJIbKO B 24 % [169]. B pyroii cTaTbe 0TMeYeHo,
4yTO U3 55 ManMeHTOB C OCTPBHIM/MOJHHUEHOCHBIM HayajloM
AWT oneHka 1o nepecMOTpPEHHOH IIKajJe COOTBETCTBOBaja
AUT B 91 % cnyyaes, ynpoleHHoH Bepcuu — B 40 % [174].
[IpuMeHeHMe JUAarHOCTUYECKUX OLLleHOYHBIX CHUCTEM B N1006-
HBIX CUTyaLUsIX HE0O6X0AUMO 6oJiee IJIyOOKO U3yYUTb B IPO-
CTIeKTHUBHBIX UCCJIeJOBAHUAX.
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KiinHu4yeckue pekoMeHJaluu

10. AUl — 310 KIMHMYeckuin anarHo3. AwnarHo3 AU npe-
X[Oe BCEr0 OCHOBaH Ha OOHApPYXEeHUN ayTOaHTUTEN, M-
nepraMmmariodyamHeEMUM U TUMUYHOW MW XapakTepHOWN
rmcTonormyeckon kaptuHsl (11-2).

11. TlloBbllWeHHbI ypoBeHb |gG, ocobeHHO B OTCyTCTBUE
uUMppo3a, CAYXUT OTAMYUTENbHbIM Mpu3Hakom AUT.
CenexkTuBHOE NoBbiweHne IgG npu OTCYTCTBUM MOBbILLE-
Hus1 IgA n IgM ocobeHHo xapaktepHo ans AUT (11-3).

12. HopmanbHbili ypoBeHb IgG nnu y-rnobynvHa He UCKIIo-
yaeT guarHo3 AU, Y 60nbLUMHCTBA NauMeHToB Nocsie Ha-
Yyana nevyeHust HabnogaeTcs cHkeHne yposHsa IgG (IN).

13. Uupkynupylowime opraHoHecneumpuieckme aHtute-
na onpegensTcs y 6onbluMHCTBA nauueHToB ¢ AUT.
MpodunmpoBaHne ayToaHTUTEN MPUMEHSIOT Ans cyO-
Knaccudukaumm naupeHTos ¢ AUN:

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

- AUr-2 (LKM1, LKM3 n/unun LC-1 no3nTuBHbIE);

—  AUl-3 (SLA/LP-no3uTuBHbIE).

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

14. Henpsimas MMMYHOMIIOOPECUEHUMS CAYXUT METOO0M
BblbOpa B kayecTBe cpeacTtsa avarHoctukn ANA, SMA,
LKM un LC-1. MMmyHoaHann3 (TBepaodasHeiin MDA, Be-
CTEPH-BJIOTTUHT) CIY>XWUT METOAOM BblOOpa Npu AMarHo-
ctuke SLA/LP. MeToabl 1 NOPOroBble 3HA4YEHUS JOKHbI
ObITb Yka3aHbl nabopatopuen (I).

15. [ucTonornyeckne NposiBieHUs renatuta — NPeanochi-
Ka K ycTaHoBneHuio guarHosa AUT. Tvctonormyeckoe
1CCref0BaHNE AOMKHO ObITb YACTbIO MEPBUYHOI0 06Ce-
nosaHua nauyenTa (11-2).

16. Mopdonormiecknx NPOSiBAEHNM, NATOrHOMOHUYHbIX A5
AUT, He ycTaHoBNeHo. Ha AUT ykasbiBaeT nepunopTanib-
HbIA FrenaTuT, NEPUNOPTAaNIbHBINA HEKPO3, SMMNEPUNOoNes n
renaTounTapHble PO3ETKU. OTU NPU3HAKM NaToNor Aos-
>KEH yKasblBaTb MOMUMO BblpaXeHHOCTH renatuta (UAT)
1 ctagum 3abonesanus (11-2).

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

18. YnpoweHHasa wkana (2008) IAIHG cnyXuT MHCTPYMEH-
TOM /19 MCMOJIb30BaHUSA B NMOBCEAHEBHOW K/IMHNYECKOM
npaktuke (11-2).

C yyeToM OTBETaA Ha JieyeHne NepecMOTPEHHas LiKana
(1999) IAIHG no3BonsieT NOCTaBUTb ANArHO3 B TPYAHbIX
cutyaumsx (11-2).

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

20. Kak Ha aTane yCTaHOBNIEHMS AMarHo3a, Tak U B nepuos,
HabMOAEHNSA MOXHO BUAETb COYeTaHne npusHakos AU
1 xonectatnyeckoro 3aboneBaHus neyeHun. MaumeHToB
C Mpu3Hakamu xonecTtasa cnegyeTt obcnenoatb Kak Ha
MBL, Tak 1 Ha MNCX (11-2).

JleyeHnue AUT

Lenb seyenuss AU — pgocTukeHHe MOJHOM peMUccHU 3a60-
JIEBaHUs U IpeJI0OTBpallleHHe MPOrpecCUPOBAHUS TOPAXKEHUS
neyeHH. /Il 3TOro Heo6XoAMMa MPAKTUYECKH MOCTOSTHHASA

Mo /ilep>KUBaloIlasa Tepanus WM UHAYKIUSA YCTOWYUBOW pe-
MHCCUM C TIOC/IeAYIOUIed OTMEHOU JiedeHHUs (AOCTHXXKUMO Yy
MeHblllel YaCcTH NalueHTOB).

CoBpeMeHHble CXeMbl MMMYHOCYNPEeCCMBHOW Tepanuu
OCHOBaHbl Ha pe3y/JbTaTax HCCJeJOBaHUM, OMyOGJIMKOBaH-
HBIX IIaBHBIM 06pa3oM B 1970-1980-e roae! [175-179]. B
X0Jle 3TUX MCC/IeJJoBaHUIN GblJIO YCTaHOBJIEHO, YTO HeJseye-
HbIA yMepeHHbIH Wau Tskenbld AWUI (ciMBHOM Hekpo3s B
ouonTaTax neyeHu, akTUBHOCTb AcAT > 5 x BI'H, ypoBeHb
y-rjo6ynuHa > 2 x BI'H) xapakTepusyeTcsi o4eHb IJIOXUM
MPOTHO30M, a MMMYHOCYIIpecCMBHas1 Tepanus yjayduaeT 61o-
XUMHUYecKHe ToKa3aTeJu (QYyHKIUU IeYyeHH, CHIKAeT BbI-
paXeHHOCTb CUMITOMOB M NpOJJieBaeT >KU3Hb MALHeHTOB.
[TocKOJIBKY 3TH HCC/IeLOBAHHS BBINOJHEHBI [0 OTKPBITHUS
HCV, Bno/siHe BO3MOKHO, YTO B HUX Y4aCTBOBAJ/IM U MaLUEHThI
crenatutoM C.

[losib3a UMMYHOCYNPeCCUBHOW TepaluMu B IJIaHe Yayd-
IIEHHUS UCXOZI0B Y MAaLMEeHTOB IOXKUJIOr0 BO3pacTa 6e3 KJH-
HUYEeCKUX MNpPOSIBJIEHUH, CO €l1aboHd HEeKpPOBOCHAJUTENbHON
aKTHUBHOCTBIO 1O JJAHHBIM OWOIICMU TeYeHW He J0Ka3aHa,
M03TOMY TaKTHKa JIeUeHUs B 3TUX CJIydasXx YeTKO He pervia-
MeHTHpoBaHa (puc. 3). CBsA3aHHbIe C JiledeHHUEM NO6GOYHbIe
3bdeKTbl JO/LKHBI YPAaBHOBEIIMBATLCA PUCKOM CyOKJIHUHMU-
YeCcKOro NpOTpeccHpoBaHMsA 3ab0JieBaHHUS U NEPexoJoM B
KJIMHUYECKH BBIPAKEHHYI 60JIe3Hb, @ TAK)XKe O0XKH/AaeMbIM
MOJIHBIM WJIM YCTOWMYUBBIM OTBETOM Ha JiedeHue. 10-n1eTHsA
BbDKHBAEMOCTb HeJleYeHbIX MaIlMeHTOB C JIETKUM TedeHHueM
3aboJieBaHus cocTaBaseT 67-90 % [180, 181]. B oanoM us
HEKOHTPOJIMPYEMBIX HCC/IeJ0BaHUH Y HeJleueHbIX TallUeHTOB
6e3 KJIMHUYeCKUX MPOABJIEHUH MPOJOIKUTENbHOCTb KU3HHU
Obl/Ia TAKOW 7K€, KaK U Y GOJIbHBIX, MOJy4YaBLUIMX UMMYHOCY-

| [OwnarHos AU |

Y Y

B DaKEHHb AKTUBHOE Ilerkasi cteneHb 3aboneBaHus
cbv|6pa /eM . || sabonesanve ||(AnAT <3 x BIH; WAT < 4/18),
po3/unppos (MAT > 4/18) 6e3 BblpaxxeHHOro chnbposa

Y Y Y

| JleyeHne HeobxoaMmo | PeLueHve o neyeHnn npuHun-

MaeTcsi MHAVBUAYanbHO, C
* YYETOM criefytoLLyX (hakTOpOB:

| WHayKunoHHas Tepanus |<— — Bo3pacT
— COMyTCTBYOLL@s NaTomnorvsi

— MHeHVe nauveHTa

— pesyrnbTaTbl CEPOIorMYeCcKoro

vccnenoBaHus

!

Mpwu oTCYTCTBUM NEeYeHus
MOHWUTOPUHT Kaxable 3 Mec.
(AnAT, IgG), koHTponbHast
6roncus neyeHun B cnyvae
noBbilLeHNs ypoBHA AnNAT
nvnm IgG

Puc. 3. AJITOPpUTM JIeyeHHUs1 ¢ UHAUBHAYAIM3MPOBAaHHBIM pellle-
HHMEM N0 MOBOAY NPUMEHEHMs TepanuM KOPTHKOCTepOHAaMH,
HMCXO0/s U3 Pe3y/IbTAaTOB 06caeA0BaHusA. Hanprmep, seyeHne He06-
XOAMMO MALMEeHTY C aKTHBHBIM 3a60sieBaHHEM (MIOBbILIEHHE aKTHB-
HocTH aMHHOTpaHcdepas > 3 x B['H u UAT > 4/18).

“JleueHre MOXKET GbITh He [I0KA3aHO MALMEeHTY C JJeKOMIIEHCHPOBaH-
HBIM LIHPPO30M, 32 UCKJIOYEHHEM PU3HAKOB BBIPAXKEHHOI'O BOCMA-
JIEHHs B GHONTATE MeYeHH.
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npeccuBHylo Tepanuio [44]. TakuM o6pa3oM, BosiHE 060CHO-
BaHHBIM MOXET ObITh pelleHHe BO3/epaTbCs OT JIeYeHHs,
0COGEeHHO NPY HAIMYHUU OTHOCUTEJIbHBIX TPOTHBONOKAa3aHU N
K NMPUMEHEHHI0 KOPTHUKOCTEpOUAoB. Kpome TOro, Bo3mMox-
HO crnoHTaHHoe pa3peweHue AWI [182]. OgHako cienyeT
NpPU3HATh, YTO HesedeHbl AWl xapakTepusyeTcss BOJIHOO-
Opa3HbIM HeNpe/CKa3dyeMblM Te4eHHeM U y 3HaYUTeJbHOU
YaCTH NAIMEeHTOB 6e3 KJIMHUYECKHX IMPOSIBJIEHUH CHMIITO-
MBI [TOSIBATCS C TeyeHHeM BpeMeHHU [44, 183] ¢ BO3MOXXHBIM
HPOrpeccHpoBaHUEM JI0 TEPMUHAJIBHOHN CTaZAUK NOPAXKEHHUsT
MeYeH! C IeYeHOYHOH HeloCTaTOYHOCThIO U pa3BuTueM ['IIP
[181]. Kpome Toro, nockosnbky AUl — 3aboJieBaHMe Ha BCIO
KU3Hb W Iporpeccupyoimuidi ¢ubpo3 MoxeT pasBUBATHCSA
MHOTHE TOJbl, TIPeXJe 4YeM CTaTh KJIMHHUYECKH BBbIPAXKEH-
HBIM, MO’KHO F'OBOPHUTB O TOM, YTO NPOBOAUBIINECS HAGII0/1a-
TeJIbHble MCC/IEJOBAaHUS ObLIM CIMIIKOM KPAaTKOBPEMEHHBI
Y, BO3MOXKHO, BKJIIOYAJIM CIMIIKOM MaJlo MAlMeHTOB, YTOOBI
Jl0Ka3aTh M0J1b3y UMMYHOCYIIPECCUBHOW Tepanuu npu 6oJee
MATKOM Te4eHUH 3ab0/ieBaHusA. BoamHooGpasHoe TeueHue 3a-
60JIeBaHUSI U OMACHOCTb CYOKJIMHUYECKOr0 POrpeccupoBa-
HUA YKa3bIBAIOT Ha TO, YTO €C/IM MalMeHT C Jerkod popmoit
00JIE3HU He MOJIyYaeT JIeYeHUs], OH BCe PABHO JI0JDKEH pery-
JIAPHO 06C/1e/JOBAThCS, B T. Y. C BBIIOJHEHHUEM GUOINCUH Tle-
YeHH, eCJIM IPOUCXOAUT KoslebaHue aKTUBHOCTH ANAT u/uu
ypoBH# IgG (cm. puc. 3). [laneHTOB € KJIMHUYECKUMHU NPOSIB-
JIEHUSIMU U MALlUEHTOB C BbIpa)KeHHBIM GUOPO30M MU LUP-
po3oM Bcerja cjieAyeT cpa3y HauMHATb JIEYUTh, TOCKOJIBKY
3TH [I0KA3aTeNH CIYKaT OTPULATEbHBIMUA NPOrHOCTHYECKHU-
Mu ¢pakTopamu [44, 104, 160, 184]. Heob6xoauMo ckas3aTb, YTO
Jlake TP BbIpaKeHHOM GpU6po3e U LIUppo3e yCIelHoe Jeye-
HUe MOXET NMPUBOJUTb K 3HAYUTEJbHOMY perpeccy CKJepo-
THYECKUX U3MEHEHUN. YUUTbIBAsA NPOrPeCcCUPYIOLIUM XapakK-
Tep AUT 1 3pPeKTUBHOCTP UMMYHOCYTIPECCUBHOM Tepanuy,
corjlacuTesIbHAs IpyIa peKOMeH/YeT NMPOBOAUTH JieUeHHe
BCEM MNalleHTaM C aKTUBHBIM 3a60J1eBaHHEM.

21. JleyeHne AU fOMKHO ObITh HANPABAEHO HA AOCTUXKEHNE
NoJSIHOro GUOXMMUNYECKOrO U FMMCTOJIOFMYECKOrO paspe-
LeHns 3aboneBaHusl, HTOObI NpeaynpeanTb fanbHellee
nporpeccupoBaHve nopaxeHus neveHu (11-2).

22. BepeHue naumeHToB ¢ AU Takke J0/IKHO npeaycMaTpu-
BaTb CBOEBPEMEHHOE pPacCrno3HaBaHMe BHEMEeYEeHOYHbIX
NPOSIBNEHMA N CUMATOMOB, aCCOLMMPOBAHHbLIX ayTOMM-
MYHHbIX 3260n1eBaHWi, a Takke HabnaeHe Ha npeameT
cneunduyecknx ans LAHHOro 3a601eBaHNSA N CBA3AHHbIX
C neyeHnem ocnoxHeHnn (Il).

23. Bce nauuneHTbl ¢ akTuBHbIM AU OMKHbI MOyyaTh eye-
Hue (1).
[l03y NekapCTBEHHbIX CPEACTB cnenyeT noabupaTth B 3a-
BMCUMOCTM OT akTUBHOCTY 3a6onesaHus (111).
JleyeHune nHoraa He TpebyeTcs N1Lb NauneHTam ¢ (CroH-
TaHHOW) pemMuccmein. STUx NaunMeHToB CleayeT akTUBHO
Habnoaatb 1 obenenosaTh kaxasie 3—6 mec. (1l1).

HHdykyus pemuccuu

B psiZile KOHTPOJIMPYEMBIX HCCJIEeL0BAaHUM, NPOBEJEHHBIX B
1960-1970-e rofpl, YCTAaHOBJIEHO yBeJUYeHUEe IPOJOJIKU-
TEJIbHOCTH XXKU3HH NaLMeHTOB, NOIy4alLMX KOPTUKOCTEPOHU-

JIbl C a3aTHONPHUHOM MM 6e3 Hero [175-179]. B 1971 . Cook
et al. fokasanu yBesMYeHHE MPOAOLKUTENbHOCTH >KHU3HHU
NalyeHTOB, MOJy4YaBIIMX MMMYHOCYIPECCUBHYIO Tepamnuio,
CpaBHUB MOHOTEpANUIO MpegHU30J0HOM (15 Mmr/cyT) ¢ mia-
1,e60. YpOBHU CMEPTHOCTH 3aMeTHO pa3nyaiuchk (14 vs 56 %)
[175]. Yepes roz aTu pe3y/1bTaThl ObLIN HOATBEPAKAEHBI HCCIe-
JI0OBaHUEM, NIPOBeJIEeHHbIM B KJIMHUKe Meiio. B xoze gaHHOTO
HCCJIeZIOBAHUS CPAaBHUBA/IM MOHOTEPANHIO IPeIHU30HOM (Ha-
yuHas ¢ 60 Mr/cyT 1 cHuxas 1o 20 Mr B TeueHUe 4 HeJl.), MOHO-
Tepanuio asatuonpuHoMm (100 Mr/cyT), KOMGHHUPOBAHHYIO
Tepanuio (IpesHU30H, HaYMHasA ¢ 30 Mr/cyT, CHWXKas A0 NOJA-
JlepKuBarolel 103bl 10 Mr/cyT, B CO4eTaHUH € a3aTHONPUHOM
50 Mr/cyT) u mnane6o [176]. YcTaHOBJIEHO, YTO HCIIO/Ib30Ba-
HYle MOHOTepanuy NpeJHU30HOM U KOMOMHALMY IPEeJHU30H +
a3aTHOINPHH CONPOBOX/AAN0CH MOBbILIEHUEM MPOAOIKATENb-
HOCTH >KHU3HU (cMepTHOCTb 6 U 7 % no cpaBHeHUI0 ¢ 41 % B
rpynne miane6o) [179]. OgHako KOMOGMHUPOBAaHHAs Tepanus
CONPOBOXK/JA/IaCh MEHBIINM KOJMYECTBOM MOGOYHBIX 3dPek-
ToB (10 vs 44 %) [185]. T'uctosorudeckass pemuccus yepe3
18 Mec. aKTUBHOH Tepanuu NpeJJHU30HOM JJOCTUTHYTa y 75 %
NalyeHTOB, OJJHAKO OHA 3alas/ibIBajia Ha HECKOJIbKO MecsilieB
OTHOCHTE/IbHO KJMHUYECKOH U OGUOXMMHUYECKOW DPEMHUCCHM.
Pe3ysbTaThbl JAHHOI'O MCC/IE€J0BaHUs MOKA3a/k, YTO MOHOTe-
panus a3aTHONPUHOM B KaueCTBe MH/IYKIIMOHHOM Tepanuu co-
MPOBOXK/IAETCSI BBICOKOW cMepTHOCTBIO (36 %). Murray-Lyon
et al. TakKe OTMETHUJIM BBICOKYIO CMEPTHOCTD ITPH HCI0JIb30Ba-
HUH MOHOTepanuy a3aTUONPUHOM B KayecTBe UH/YKIIMOHHOHN
Teparnuu 1o CpaBHEHUIO C TpeHU30HOM (24 vs 5 %) [177].

CpaBHHUBas JPYTYIO CTPATErHIO C TUTPOBAHUEM J[03bI IIPE]-
HU30Ha (Takxe HauMHasA ¢ 60 Mr/cyT) AJ/1s1 NOAJEPXKaHUS aK-
THBHOCTH CbIBOPOTOYHBIX aMUHOTPaHCepas Ha ypOBHE HIKe
2 x BI'H, Summerskill et al. oTMeTH/IM MeHblIee KOJIHUYECTBO
TSKEJIBIX T0G0YHBbIX 3 EKTOB M0 CPABHEHUIO C IPUMEHEHU-
eM QUKCUPOBAHHOM 103kl (HaunHas ¢ 60 Mr/cyT U CHUXKasi 0
20 Mr B TeyeHue 4 HeJl.) IPU CONIOCTaBUMOM BJIMSIHUM Ha KJIU-
HUYECKHE CUMIITOMbI U GHOXMMHUYECKHe MoKasaTead. O HaKo
TUCTOJIOTHYECKast peMUccusi yepes 24 u 36 HeJl. 6bLIa TOCTUT -
HyTa TosbKO y 25 1 30 % manyueHTOB COOTBETCTBEHHO [186].
B 1982 r. Tage-Jensen et al. elje pa3 nMpoAeMOHCTPUPOBAIU
NPEBOCXO/CTBO MOHOTEPANHUH MPEJHHU30HOM I10 CPAaBHEHUIO
C MOHOTepanuel a3aTHONPHUHOM B OTHOLIEHWH UHJYKLUHU pe-
muccuu [187].

HecMoTps Ha HeKkoTophble cabble CTOPOHBI 3THX NEePBbIX
HccaeJoBaHui (B To BpeMs aHavM3 Ha HCV He BBINMOHSIIH),
ObLJIM TOJIyYEeHbl JI0KAa3aTeJbCTBA TOrO, YTO KOMOHHALHUs
NpeJHU30(JIO)H + a3aTUONPUH OT/IMYaeTCs HauboJiee GJia-
FONPUSTHBIMU XapaKTepUCTHKaMM, codeTass B cebGe BbICO-
Ky10 30 PEeKTUBHOCTh U MUHUMaJ/IbHbIE MOG0YHbIE 3P PEKTHI.
HecMoTps Ha To 4TO MOHOTepanus MpeJAHU30HOM U KOMOH-
HalMs TNPeJHU30H + a3aTHONPHUH CYUTAIOTCS OJMHAKOBO
3¢dekTUBHBIMU [34], MpeANOYTUTENBHON Cle/lyeT CIUTATh
KOMOWHHUPOBAHHYIO Tepalvio MepBOH JIMHUM, OCOGEHHO Y
MaLUEHTOB C BbICOKOU BEpOSATHOCTbIO N0604YHBIX 3¢ deKTOB
(mocTMeHoMnaysa, 3MOIMOHA/IbHAs HECTAOU/IbHOCTB, OCTEO-
10pO3, J1a6UIbHBIN caXapHbIH JUabeT, 1abuIbHasA runepTeH-
3usl, OXKHUpeHHe). MoJsiozible KeHIMHbl HEepeJKO BbIPAXKaIOT
032604eHHOCTD 110 NTOBOJY YBEJUYEHUS MAcChl Tesla U MOsB-
JIEHUS1 KOCMETHYECKUX epeKTOB BCIEACTBUE JIeYEHUsT KOpP-
TUKOCTEPOU/IAMH, YTO MOXeT HeGJIaronpusiTHO CKa3aTbCs
Ha CO6JIIO/leHUH TPeGOBaHUU JieyeHUs U ero pe3ysbTaTax.
TakuM 06pa3oM, IparMaTH4YeCKUH M0AX0/, B BbIGOpE TAKTUKU
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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 [J03bI IPeHU30JI0Ha A0 7,5 MT'/CyT IpU yCJI0BUU
HOpMaJIM3alMi 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.
PexoMmeH/iyeMble peXHUMBI /03UPOBAaHUSA MNpPEACTABJEHbI B
TabJ1. 7. A3aTHONPHUH CJIeAyeT NPUMEHSATb OCMOTPUTEJNBHO Y
NaleHTOB CO 3/10Ka4eCTBEHHbIMU HOBOOOPa30BaHUSIMHY, LU~
ToneHueH, fepuruToM THONYpUHMeTUNTpaHCcdepasbl (TMT)
(cM. panee), a Takxke y 6epeMeHHBIX. B 3THX cuUTyalusx He-
06X0AMMO MH/IMBHU/IYAJbHO OLIEHHWBATb COOTHOIIEHHE PHUCKA
Y TIOJIb3BI (CM. Jjasiee).

Kpome KJlaccuueckoro pexuMa HpeJHU30JI0OH + a3aTHo-
NpPUH, KOTOPBIM TaKXe peKOMeHJ0BaH AMepHKaHCKOW ac-
couuanuel mo M3yyeHUlo 3abosieBaHUU mneyeHu (AASLD)
[34] u BpuTaHckuM 061ecTBOM ractpo3aHTeposioroB (BSG)
[40], mpexnsioxkeHO HecKOJIbKO MoJHUQUKALMK, HCIIOIb3ye-
MBbIX B KJIMHHUYECKOM NpAKTHKE HECKOJbKHX CIIeLHaJIN3U-
POBaHHBIX LIeHTPOB. YCTaHOBJIEHO, YTO G0Jiee BbICOKAst J103a
npenHuso(yo)Ha (Lo 1 Mr/kr/cyT) B KOM6UHALUU C a3aTHO-

IPUHOM obGecnedyrBaeT 6oJiee OBICTPYI0O HOPpMAIU3ALMIO aK-
THUBHOCTH CBIBOPOTOYHBIX aMHUHOTpaHcdepas3 y MalHeHTOB
6e3 nuppo3sa [188]. laHHast cTpaTerus BBIMIAJAT 0OHAAEXKHU-
Balollel, XOTS OTCYTCTBHE PAaHHEr0 CHMXKEHUS aKTHBHOCTH
amMuHoTpaHcdepas [185, 189] u oTcyTcTBUE HOpMaJIU3aALUU
UX akTUBHOCTH [190-192] oTHOCATCS K HeGJIAaronpUsTHBIM
IPOrHOCTHYECKUM II0Ka3aTeJAM YCIEIHOCTH JeYyeHHs.
Hazsiexxut jgokasaTh, YTO 3Ta KOMOWHAIMsA oGecrieuuBaeT
JIYYIIMH JJOJITOCPOYHBIN pe3ynbTaT U IeUCTBUTENbHO MOJX0-
JIUT BCeM MalMeHTaM.

Eume ofHa 0GOCHOBaHHasi CTpaTeruss — OTCPOYEHHOe
npUMeHeHHe a3aTHONPHHA, T. €. Ha4aJI0 JIeYeHUs C MOHOTepa-
nuU peiHU30HOM. OTCpOYeHHOe IPUMEeHEeHHe a3aTUONPHUHA
(06bIYHO MPHUMEPHO HA 2 HeJl.) MOXKET 0Ka3aThCsl parMaTu-
Yyeckd 3¢ PeKTUBHBIM B JIeYeHUH NanreHToB ¢ AUT, nmockosib-
KY, C OJHOH CTOPOHBI, 103BOJISIET PELIUTH BONPOCHI C yCTAHOB-
JIEHHEeM JIMarHo3a, a ¢ APYrold — u36exaThb JUarHoCTHYECKOH
JUJIeMMbl pa3rpaHUYeHUs a3aTHONPHH-UHAYLMPOBAHHOH
renaTOTOKCUYHOCTA M MEPBHUYHOTO OTCYTCTBHS OTBeTa Ha
JedyeHre. [emaToTokcuyeckoe JeWCTBHE a3aTHUONPHHA Ha-
0JII0/IaeTCs PeJIKO, OAHAKO Y MAIlMEeHTOB C MO3AHEN CTajuel
NOpaXeHHUsl IeYEeHH YacTOTa 3TOr0 NOGOYHOT0 3ddeKTa no-
BhlaeTtcs [3]. B uesom tepanuio AUI cienyeT KoppeKTU-
poBaTh B 3aBUCHUMOCTH OT OTBETA, T. €. PEXHUMbI JIeUeHHUs
JIOJDKHBI ObITb MH/JMBH/AYaJU3UPOBAHbI B 3aBUCHMOCTH OT
HabJro1aeMol 3G PEKTUBHOCTH U TEPEHOCUMOCTH TePaINUH.
PexomeH/iyeMasi cTpaTerust MHAYKIMKM PeMUCCUU NpeACcTaB-
JleHa Ha puc. 4.

JledeHue HaNpaB/IeHO Ha JOCTHXEHHe IOJIHOW 6UOXHU-
MHYECKOH M THUCTOJIOTHYECKOH pPEMHCCHH. Y NalMEeHTOB C
ObICTPBIM OTBETOM C IOJHOW HOpMaJsM3alnued akTUBHOCTH
aMHUHOTpaHcdepa3 U HOpPMaJbHBIM ypoBHeM IgG B mepuof
HabJloleHus1 6UOMNCUsA NeYeHU [/l OATBEPXKJeHUsT TUCTO-
JIOTHYEeCKOH PEMHUCCHU OOBIYHO He TpebyeTcs, MOCKOJIbKY

AU

!

| MpepHunso(no)H 0,5—1 mr/kr |

/

Xopoluunii oTBeT

!

HenepeHocumocTb [o6aBnsTb asaTuonpuH
asatvonpuHa nocreneHHo Jo 1-2 mr/kr/cyT

! Y

Tepanusi BTOPOW NMHUM CokpaTutb 403y KOPTMKOCTEPOMAOB
(06b14HO MM®) (nyywe BCero nNoMbITaTbCA OTMEHUTb UX)

T~

| HepocTtaTo4HbI OTBET |

! !

OueHnTtb cobnogeHne OUeHUTb BEPOATHOCTb
nauMeHTOM pexuma npuema OpYrux anarHo3os
npenapaTtos ¢
i JleyeHuve gpyroro
MoBbicKTb AO3Y 3aboneBaHus
npegHuaonoHa go 100 mr B/B

Y ¥

OtBeTr | | HepocTtaTtouHbii oTBET |

!

WHavBuayanbHbIi Noa6op A03MpoBKY (BO3MOXHO,
crneayeT NpoBepuTb ypoBeHb 6-TIH) Anst focTuxeHus
1 nopaepxxaHus HopmanbHoro yposHst AnAT n IgG

O6paTUTLCS B Cneuuanv3npoBaHHbIN LEHTP AMs MOATBEPXAEHUS
[AnarHosa, oLueHkn Heobxoaumoctu TI n/unu npuMeHeHus
anbTepHaTUBHLIX UMMYHOAEMNPECCAHTOB

Puc. 4. Crparerus neyeHus AUIL. Heo6xoauMa HHYKIMS PEMUCCHUH U JIJIMTe/IbHASA MO epXKUBalolas Tepanus. UHAyKIus peaanusyeTcss KOpTH-
KOCTepOUJaMH, THOIYPHUHBI J06ABJSIOTCS B paMKax CTpaTeruy 6e3 NpUMeHeHHs] KOPTUKOCTepou10B. J/IabopaTopHble ToOKa3aTeJd — HOpMasu3a-

s ypoBHs IgG u AnAT.
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BEPOATHOCTb 0OHAPYXeHHUA 3HAaYUMOM BOCIAIUTEIbHON aK-
TUBHOCTH, Tpebylollel ycuieHus: UMMyHOCYTIPEeCCUH, Kpan-
He Masia. Buoncus B nepro/ Hab 1t0leHus, KaK U BbITNIOJIHEHHe
JI060M Apyrol MHBAa3sUBHOU MpoLefypbl, pEKOMEHYETCS B
clly4yae, eC/IM OT Hee MOXKET 3aBUCETb JjalbHeHIas TaKTHKa
JledeHHs. ITO 0COGEHHO OTHOCUTCA K MallMeHTaM C HemoJ-
HBIM OTBETOM Ha UMMYHOCYIPECCHIO, a TaKXKe K IallMeHTaM
¢ Mo60YHBIMHU 3deKTaMu Tepanuu. B aTux ciydyasx pucK
IporpeccHpoBaHMs 3aboJieBaHUS CJAeAyeT COOTHOCUTBh C
BO3MOKHBIMH OG0YHBIMU 3QPeKTaMu. B 3TOM oTHOLIEHUH
[IOMOTraeT OlleHKa BBbIPA)KEHHOCTH 3aboJieBaHMsA. [laHHBbIE,
NoJIy4eHHbIE B XO/ie ellle MPO/0/DKAIOLIMXCA UCCIel0BaHUH,
TOBOPAT O TOM, YTO B N1epH0/] HAOG/II0JeHUS TaKKe MOXKHO HC-
[10/1b30BaTh 3JacTOrpaduio MevyeHU. YMeHbIIeHHe 31acTH4-
HOCTH NeYeHU MOXeT ObITh 06YCI0BJIEHO KaK peaKTHUBaLHel
3a00J1eBaHUs C YCUJIEHUEM BOCIAJUTENbHON HHQUIBTPALUU
U OTeKa, TaK U ImporpeccupoBaHueM ¢pubposa (Jinbo u TeM U
ApyTHUM).

B HenaBHO 3aBeplIeHHOM INPOCHEKTUBHOM JIBOHHOM
CJIENOM PaHJIOMHU3UPOBAaHHOM HccienoBaHuu IIb ¢aswl ma-
IueHTHl 6e3 nupposa [193] mosyyanu au60 OYLEeCOHUJ,
(9 Mr/cyT) u asatuonpuH (1-2 Mr/kr/cyT) B Te4eHUe 6 Mec.,
JM60 NpeJHHU30H U a3aTUONPHUH IO CTAHJAPTHOW CXeMe.
HUcnonb3oBaHWe KOMOMHALMU OyJeCOHWJ + a3aTHONPHUH
Yalle CONPOBOX/a10Ch HOpMaIU3al el akTHBHOCTH aMUHO-
TpaHcdepas v OTVINYAIOCh MEHBIINM YHCJIOM MTOGOYHBIX 3¢-
$eKTOB 1Mo cpaBHEHHUIO C KOMOUHalMeld npeAHu3oH (40 mr/
CyT co cHKeHueM A0 10 Mr/cyT) + asatuonpuH (1-2 mr/kr/
cyT). [lepBast KOMGUHALMA NPEBOCXO/MUJIA BTOPYIO NPU OLIEH-
Ke 110 KOMOMHUPOBAaHHOMY MUTOI'OBOMY IOKasaresto. [losHas
6roxuMHUUYecKass peMuccuss 6e3 crnenudUYecKUX s KOp-
THUKOCTEPOHUJ0B NMOGOYHBIX 3¢ dPeKTOB ycTaHoBieHA V 47 %
NalMeHTOB, NOJy4YaBUINX OylecOHUA, Uy 18,4 % nun, nosy-
YaBIIMX PeJHU30/10H. OHAKO C/Ie/lyeT OTMETHUTD, YTO JlaH-
HBIX KOHTPOJIbHBIX THCTOJIOTHYECKUX UCCIe0BaHUH, a TaK-
’Ke OT/aJIEHHBIX pe3y/JbTaToB MOKa HeT. YacToTa peMHCCHH
B KOHTPOJIBHOH TpyIIe B 3TOM MCCJIe0BaHUH 6blla OYeHb
HHU3KOW — 3aMeTHO HIXKe, YeM B paHee OMyOGJIMKOBAHHBIX
Hab6J/II0/IeHUsX U3 TPAaKTUKH, BO3MOXKHO, U3-3a CXeMbl CHIKe-
HUs1 QUKCUPOBAHHOM /103bl TPEHU30HA B COOTBETCTBYOLIEH
rpyImne ¥ NpUMeHeHHsI 00 bEKTUBHO MaJIOH JJ03bl IIPEJHU30-
Ha. HecMoTps Ha TO YTO OyZI€COHU/L, B JAHHOM HCCJIe[JOBAaHUU
HalyeHThl N0JyYalu B BBICOKOH [J03€ TOJIBKO [0 JOCTHXe-
HUS OTBeTA Ha JledeHHe (B Ja/ibHeH1IeM JJO3MPOBKaA 3aBUCeIa
OT OTBeTAa Ha Tepaluio), B KOHTPOJbHO! IpynIe JedyeHue He
KOPPEKTHUPOBAJIM, YTO MOIJVIO OGYCJIOBUTD MOSIBJIEHUE CHUCTE-
MaTH4ecKod omu6ku. TeM He MeHee B 3TOM HCCJIe[JOBAaHUU
ycTaHOBJieHa 3QQPeKTUBHOCTh O6yAecOoHHJA NP JedYeHUH
AUT. YcnemHoe npuMeHeHue 6yecoHN/ja y naueHToB ¢ AUT
TaK)Ke MOATBEPXKAAIOT U Apyryve HeGoJblIMe MyOJIUKALUY C
aQHAJIM30M OTJieJIbHBIX ciaydaeB [194-196], XoTa onucaHbl U
HeyJa4yu jsedeHus [197].

PeuleHre 0 HpUMeHEHUM OYJECOHMJ]A Y KOHKPETHOIO
MalMeHTa JI0/DKHO ObITb OCHOBAaHO Ha GaslaHCe OXKH/aeMo-
ro yMeHbLIeHUS BBIPRKEHHOCTH NMO60YHBIX 3QPeKTOB U He-
OTpe/ie/IEHHOCTH B OTHOIIEHUU 3)PEKTUBHOCTH JIeUeHHs], B
T. 4. JloarocpouyHoil. Byneconus xapakrepusyetcsa 90%-M Me-
Ta60JIM3MOM IepBOr0 MPOXOX/IEHHUSI Yepe3 MeyeHb, 03TOMY
€ro He CJielyeT NPUMEHSATh Y GOJIBHBIX C UPPO30M WJIU Iie-
pHUIEeYEeHOUHBIM LIYHTUPOBAaHHWEM M3-3a BBICOKOTO pHCKa IO-
604HBIX 3QPEKTOB B OTCYTCTBHE y ManreHTa 3¢ HEeKTUBHOTO

MeTab0JiM3Ma epBoro npoxoxgeHus [198, 199]. Kpome Toro,
Ha pellleHHe BJIMseT HaJU4YMe COMYyTCTBYIOUMX BHENEYeHOY-
HBIX IMMYHOOIIOCPe/I0BaHHbIX 3a060J1eBaHUH, TOCKOJIBKY BO3-
MOKHbI UX 060cTpenus [197, 200]. Takum o6pa3oM, 6yAeCoOHU [
(9 Mr/cyT) B coueTaHUU C a3aTUONIPHUHOM CJIe[lyeT IPUMEHSTh
y HmalleHToB 6e3 UPPO03a, paHee He MOJyYaBLINX JeUeHHs, C
paHHel cTaavel 3a60J1eBaHNS U BHICOKMM PHCKOM BBIpaXKeH-
HBIX MOOG0YHBIX 3QPEKTOB MPHU UCII0JIb30BAHUN KOPTHKOCTE-
pouzioB. OlHAKO MOKA He HAKOIIEHO JOCTATOYHOU HHGOP-
Malyu AJis1 ONpeZiesieHUsl Jydlledl TAKTUKHA CHIDKEHUS [[03bl
Oy/ecoHrja. YYUTBIBAasi KOPOTKUH MEPHUOJ, MOJIYyBbIBeJEeHHUs
Oy/1eCOHN/IA, OCTAETCsI HESICHBIM, MOXKHO JIU CHU3UTBD [JI03Y /10
JIBYKpaTHOTO NpreMa B cyTKH (6 Mr) niau 1 pa3 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 3aknioyaeTcs B NpUMeHe-
HUM NPenHn30(n0)Ha (B HaYane neyveHns) ¢ o6aBNeHU-
em azatnonpuHa yepes 2 Hea. (1).
HavanbHaa po3a npegHusdo(no)Ha coctaenset 0,5-
1 Mr/kr/cyT. Bonee BbICOKME [03bl MOTYT ObICTPO UHAY-
LUMPOBaTb PEMUCCUIO, HO LIEHON MOOOYHBLIX 3PDEKTOB,
XapakTepHbIX Ais kopTukocteponaos (11-2).

25. JleyeHne asaTMOMPMHOM MOXHO HauyMHaTb B 06O
cuTyauun, ecnv ypoBeHb OGunupybuHa Huxe 6 mr/on
(100 mkmonb/N), Ny4lle BCEro 4yepes 2 Hep. Nnocsne Ha-
Yyana Jie4yeHuss kopTukocTepoupamu. HavanbHas [osa
cocTtaBnaeT 50 mr/cyT. Ee noBbILLAIOT C y4ETOM TOKCUYE-
CKMUX MPOSIBAIEHNI 1 OTBETA A0 NOAAEPXKMBAIOLLEN A03bI
1-2 mr/kr (11-2).

26. JleueHue AU 3aBrcUT OT Habmogaemoro oteeTa. Cxemsl
JIeYeHU O0JIXKHbI ObITb MHANBUAYanu3nposaHsl (111).

Hau6oJiee »xeslaTe/IbHbIN pe3yJbTaT JiedeHUs] — MoJIHas
KJIMHUYeCKasi, 6MOXMMHUY€eCKas U TUCTOJIOTHYeCKasi PEMHUCCHUS
C yCTOMYUBBIM OTBETOM I10C/Ie OKOHYAHHUs Tepanuu. OgHaKo
y GOJIBIIMHCTBA MALlMEHTOB 3TOU 1€/ JOCTUYb He yJJaeTcs.
Y 80-90 % nmanueHTOB aKTUBHOCTb aMUHOTpaHcdepas nocje
HayaJla UIMMYHOCYIIPECCUBHOHM Tepanuy GbICTPO CHUXKAETCH.
[IpumepHo y 20 % nmanHeHTOB yCTOHYMBAs peMUCCUS TOCTIe
npeKpaleHuss UMMYHOCYIIPECCUBHON Tepanuu JOCTHUIAeTCs
npUMeHeHHeM OTrPaHUYeHHOM M0 BpeMeHH Tepanuu (Meju-
aHa HaOJoieHus 6oJiee 6 sietT) [201], npUyeM 3TOT MOKa3a-
TeJIb MOXKHO YJIYYIIUTbh MyTeM NpUMeHeHHs 6ojiee CTPOrux
KpUTepHUeB IepeJ; OTMeHOH yiedeHus (cM. gasee). [lepBuyHas
HeadPEeKTUBHOCTh UMMYHOCYNIPECCUBHON Tepanuu HabJio-
JlaeTcs JIMIIb Y HeGobmon foau 6osbHbIX AUT B ciayvae
OTCYTCTBHSA OTBeTA (MJIM NIPH OYEHb C1abOM OTBeTe) BCersa
clefilyeT mepecMOTpeTh AUArHo3 M/Wjiy MpoaHaJu3upOoBaTh
co6J/II0/leHNe MalMeHTOM pexkuMma JiedeHust. Hampumep, Bbl-
COKMH PUCK Hey/JjauH JieyeHHUsl HaGII0aeTCcsl Y MOJIO/BIX JIMIY
HEeeBPOIEHCKOTo NPOUCXOXKAEHHS C OCTPBIM MJIM 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 6unnpy6uHa u uHAekca MELD Ha ¢poHe sieueHus ciefyet
CBOEBPEMEHHO HANPaBUThb B LEHTP N0 TPaHCIJIAHTALMY,
nockosibKy 6e3 TII 3a6oJieBaHHe C TAaKMMU NPOSIBJIEHUSAMHU
XapaKTepu3yeTcs: BBICOKOW CMepTHOCTbIO [42, 202-206]. ¥
nanueHToB 6e3 Me4eHOYHOH HeJOCTAaTOYHOCTH U He OTBe-
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KiinHu4yeckue pekoMeHJaluu

YallIUX Ha MCXOJHOE JieYeHHe CJie[lyeT NPUMEHATb IMOBbI-
LIeHHble [103bl IpenapaToB UK aJbTepHATHUBHbIE CTpAaTeruu
JleyeHUs (omucaHbl B pasj. «Ocobble TpynIbl NaleHTOB»)
[207].

27. OTcyTCcTBME JOCTATOMHOIO OTBETA AO/MKHO CIYXUTh MO-
Ka3aHMeMm K MepecMOoTpy AMarHo3a WM OLEHKE CTeneHu
cobnoaeHns pexxuma nedexms (11-2).

28. Y nMauMeHTOB C HEMOJIHbIM OTBETOM, HECMOTPS Ha Mo-
BTOPHOE MOATBEPXAEHME AnarHo3a 1 cobiogeHne pe-
X1Ma neyveHns, cnenyeT NoBbICUTL 403y NPeaHN300Ha
1 a3aTMonNpuHa UM Ha3HAYUTb Apyrue npenaparbl (CM.
pasn. «TpyaHocTu neveHns») (11-2).

29. TlauueHToB ¢ ocTpbiM TsxxenbiM AUTT cnegyeT kak MOXHO
paHbLUe HA4YMHATb JIEYUTb BbICOKMMW A03aMU B/B BBOAM-
MbIX KOpPTUKOCTEpOMAOB (= 1 mr/kr). OTCyTCTBUE YyY-
LIEHWS B TEHEHNE HECKONbKMX OHEWN CYXUT NOKa3aHUEM
K BKJIIOYEHMIO NaumeHTa B JINCT OXnOaHusa Ans nepso-
oyepenHon TpaHcnnaHTauuy nevenu (111).

IIpekpaujenue sneveHus

BosbmrHcTBO nanueHToB ¢ AUT Xopo1o oTBe4arT Ha UMMY-
HOCYTIIPECCUBHYIO TEPAIHIO HA OCHOBE KOPTUKOCTEPOU/IOB CO
CHM)KeHHEeM aKTHBHOCTH CbIBOPOTOYHBIX aMHUHOTpaHcdepas
o HopMbl [190, 208-210]. Lenbto seyeHus: 60abHbIX AUT
JI0OJDKHA OBbIThb IOJIHAA HOpMa/IM3alyst aKTUBHOCTH aMHHO-
TpaHcdepas, a Takke HopMaJu3anus ypoBHs IgG, mockoJib-
Ky YCTOWYMBOe INOBbIIIEHHe aKTUBHOCTH aMUHOTpaHcdepas
CJIy?KUT IPOTHOCTHYECKHUM MT0KasaTeseM: 1) penuausa nocie
OTMeHBI JIeueHUs]; 2) aKTUBHOCTH Ipoliecca, yCTaHOBJIEHHOHN
npu 6UOTICUHHOM HCCIe0BAaHUM; 3) TPOrPeCCUPOBAHUS LIUP-
po3a; 4) HebslaronpusTHOro ucxoza [185,190-192, 208, 211,
212].

['ucTosorndyeckoe paspelieHue 3a60JeBaHUA OOGBIYHO
OTCTaeT OT HOPMaJIM3aLUM OMOXMMHYECKHX IT0KasaTesei
[176]. YeTko Aoka3aHHOrO MHEHHUs 006 ONTHMaJbHOH INpo-
JIOJDKUTENbHOCTH JiedyeHus1 HeT. OJJHaKo, 4TOObI JOCTHYb TH-
CTOJIOTUYECKOH PEMHUCCHUHY, JIeYeHHE JJOJDKHO MPOJ0JKAThCS
JIOCTATOYHO JI0JI'0, MOCKOJIbKY Y MALlUEHTOB C HOPMaJIbHOH
aKTUBHOCTBIO ANAT 06HapyKHBAIOT OCTATOYHBIN MEPHUIIOp-
TaJbHBIA TeNaTUT, KOTOPBIM CJAYXKUT MPOTHOCTUYECKUM II0-
KasaTeJieM pelil/iMBa 3a6oJieBaHus [212]. [IporHocTuyeckum
nokasareJsieM I'MCTOJIOTMYeCKOM peMUCCHH, HAapsaAy ¢ HopMa-
JIM3alnyeil aKTHBHOCTH ChIBOPOTOYHBIX aMMHOTpaHcdepas,
CTy>KUT HOpMasu3anus ypoBHs IgG B ceiBopoTke [108].

JledeHue JODKHO MPOAOJKATHCA MUHUMYM 3 rofia U B
TeyeHHe He MeHee 24 Mec. TocJ/ie MOJIHOM HOpMaJsIM3al iU aK-
TUBHOCTH aMUHOTpaHcdepas CbIBOPOTKU U ypoBH: IgG (61o-
XMMHYecKas peMuccusi). Bosiee auTebHOE JiIeUeHHe MOXKeT
YMEHbIIUTh YacTOTy pPeLUAUBOB. [lallMeHTaM C TAXKeJbIMU
HayaJIbHBIMH TPOSIBJIEHUSAMH M HHM3KOH NEPeHOCHMOCTbIO
WHAYKLIHOHHOW Tepanuy peKOMeHJYeTCs cZieslaTb GHUOICHIO
nevyeHU nepej; OTMEHOW JiedeHHUs], TOCKOJIbKY I'MCTOJIOrHYe-
CKasg KapTHHa I103BOJIIET MPOrHO3UPOBATH IPOrpPeccupo-
BaHUe ¢UOpPO3a U BOSHUKHOBeHHUe penuuBa [108]. Y nauu-
€HTOB C NPOJOJ/KAIOLIEHCA IMCTOJIOIMYECKOH aKTHBHOCTbIO
3abosieBanust (MAT > 3) MMMYHOCYIpECCUBHYIO Tepamnuio
npeKpalaTh Heslb3d, T. K. B IPOTUBHOM CJIy4ae NpaKTHye-

CKH 0653aTeJIbHO BO3HUKHET pelluiuB. B oHOH U3 HeZjaBHO
BBIIIEAIINX MyOJIUKAUH OTMEYEHO, YTO aKTUBHOCTb ANAT <
0,5 x BI'H Hapsiay c ypoBHeM IgG < 12 r/n XapaKTepU3yOTCs
BbICOKOM MPOrHOCTUYECKON 3HAYMMOCTbIO B OTHOILIEHUU BO3-
MOXXHOCTH YCIELHOro NpeKpalleHus jedyenus [213]. MoxHo
MOMBITAaTbCSI OTMEHUTDb JIeueHHe C MOIIAaroBbIM CHHXKeHHEM
JI03bl UMMYHO/IETIPECCAHTOB M PEryJipHbIM HaOJ/I0JeHHueM
3a cocTossHHMeM mnanuenTa. 06ocTpeHne akTUBHOCTH AUT BO
BpeMsl NOAJlep KUBaoLel Tepanuy WM 10cje YMeHbIIeHUs
MHTEHCUBHOCTH JleueHUsl TpeOyeT NOBBIIIEHUS 103 UMMYHO-
JleTIpeCCaHTOB U CJIYXHUT IPOTHUBONOKAa3aHUEM K NOJTHOH OT-
MeHe npenapaTos (puc. 5).

PennjuB 3a6osieBaHUS MOC/Ie OTMEHB! NpernapaToB Ha-
osronaetcs 4acto (50-90 %) ¥ 0GbIYHO BO3HHUKAET B Iep-
Bble 12 Mec. mocJsie npekpaieHus jedenus [201, 214-216].
OpHako peluMBbl BO3MOXHBI U B 60Jlee MO3AHUH CPOK, UTO
CBU/JIeTEIbCTBYeT 0 He0OX0AUMOCTH MOXU3HEHHOT 0 AUCIIAaH-
CepHOTO0 HabJII0/leHus JjaxKke 6e3 TpUMeHeHUs IMMYHOCYIIpec-
CUBHOM Tepanuu. PellnINBOM B COOTBETCTBUU C KDUTEPUAMHU
[AIHG cuuTalOT NOBTOPHOE NOBbILIEHWE aKTUBHOCTU AJAT
> 3 x BI'H, x0Ts y maniueHTOB MOXET HabJIIJaThCs U MeHee
BbIpaXKEHHOE MOBbIlIeHHe aKTUBHOCTH ANAT U/Uiu ypoBHSA
IgG. [ noATBepK/ieHHs pellAMBa OUOICUs TIeYeHH Heobs-
3aTeJIbHa, IOCKOJIbKY MOBBIIIeHHe aKTUBHOCTU ANAT nmeer
BBICOKOE ITPOTHOCTHYecKoe 3HadeHHue. CoryacHo JaHHBIM JIU-
TepaTypsbl, 60Jiee BbICOKAs YAaCTOTa PELUUBOB MOXKET ObITh
CBsI3aHa co caeAylolMMU akTopamu: 1) cnabblil OTBeT Ha
MMMYHOCYNIpeCCUI0; 2) TNepCUCTUpYIolllee MOBBIIIEHHE aK-
TUBHOCTH CbIBOPOTOYHBIX aMUHOTpaHcdepas U/UIu YPOBHA
ri06ynuHoB U IgG; 3) ocTaTo4yHOe BOCNaJieHHe B MEYEHH I0
JIAHHBIM GHOIICUY; 4) yMeHblIeHHe IPOJLOIKUTETbHOCTH Jie-
yenusda [191, 209, 211, 218, 219]. Y nanueHTOB C U3BECTHBIM
MYCKOBBIM paKTOPOM Ha MOMEHT NepBOro NPOsIBJIeHUs 3a60-
JleBaHUs pelju/IMBbl BCTpevaroTcs pexe [74].

Pemuccus (HopmanbHbii
ypoBeHb AnAT/IgG)

!

MoaTtanHo cokpatuTb

MoBTopHas NHOYKUMA peMmuccnn

C NOMOLLbI0 NPeaHU30(No)Ha MMMYHOCYNpeccuio
(MHAYKUMOHHas fo3a) ¢
¢ ¢ CrabunbHasi pemuccust
| Pemuccus | | Peunans npy MOHOTepanuu

l B TeueHue > 24 (36) mec.
\

YMeHbLUEHWE A03bl \ ¢
KOPTUKOCTEPOUAOB, KOPPEKLUS
A03bl a3aTNONPUHA (BOSMOXHO, | |\
crnenyeT onpeaenuTb YPOBEHb \

MocTeneHHas oTMeHa
MMMYyHOCYnpeccun
(no 6uoncumn neveHn)

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

[nvuTenbHas (NOXusHeHHasn?) \
nogaepxvsarolas Tepanus

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

Puc. 5. JucnancepHoe Ha6 110jeHue nagueHToB ¢ AUL, y KoTopbIX
ycTaHOBJIEHA peMuccus. O6paTHTe BHUMAHUE, YTO MOC/IE TOJHOM
OTMeHBI IpenapaToB peMuccust AU HaGtojaeTcst HeYacTo Uy 60JIb-
IIMHCTBA NalMeHTOB OHa He JI0CTUTaeTCs.
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JleueHne penuANBa COOTBETCTBYeT I€PBOHAYaJIbHOMY
JIeYEeHHIO0 TpeJHN30(JI0)HOM ¥ a3aTHOIIPUHOM U CTOJIb 3Ke 3¢d-
$EeKTHBHO UH/YIIUPYET PEMHUCCHIO, KaK U epBUYHAS UH/YK-
LMOHHAasl Tepanus. TujaTeJbHOe HAaG/II0JeHHe 32 COCTOSTHUEM
NalyeHTa 1ocJie MpeKpalleH s JIeYeHUsI CO CBOEBpeMeHHbIM
BBISIBJIEHHEM pely/iMBa MO3BOJIIET PEeUHAYLHUPOBAThH MOJI-
HYI0 PEMHUCCHI0 MEHBUIMMH J03aM{U HMMYHOJENPECCaHTOB.
Ba’kHO OTMETHUTD, YTO Yy MAIMEHTOB, NIEPEHECIINX HECKOJIb-
KO PEelU/INBOB, BOSHUKAET (0Jiblile MOGOYHBIX 3QPEKTOB U
yaule HabJoJalTcsa HebsaronpusTHele ucxonbl [201, 208,
216, 220]. TakuM o6pa3om, nocje peLuauBa peKoMeH yeTcs
JUIMTesbHOe (BIUIOTH /0 MOCTOSIHHOIO) MOAJep:KUBaloliee
JieyeHHue.

30. BrOXMMNYECKOWN PEMMUCCUEN CHUTAETCH HOpMann3aumus
ypoBHSA IgG n amuHoTpaHcdepas. mcTtonornyeckon
peMmnccuren cHMTalTCs HopMasibHasi rMCTONIornMyeckas
KapTUMHa WM MWHUMAbHbIE MPOSIBIEHUS renatuTa
(MAT < 4) (I1-2).

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

32. Y naumeHToB 6€3 BGMOXMMNYECKON PEMUCCUU NEeYEHUE
He npekpattatoT. Ecnn 6uoxumuyeckas pemmccust co-
XpaHsaeTcs B TedyeHne 6osee 2 net, nepen npekpalleHn-
€M JIeYeHVs creayeT NpoBecTn Guoncuio neveHun. Ecnu
rMCTONOrMYeckasi akTMBHOCTb 3a60IEBaHNS COXPAHSAET-
cs (MAT > 3), neveHune He npekpatuaioT (11-2).

33. Jlnwb B HEKOTOPLIX CAy4yasx PEMUCCUSI COXPaHsieTcs
6e3 nopaepxvBatoLleli Tepanun. NpobHoe npekpatle-
HUEe NeYeHNs: AOJIKHO OCYLLECTBASATLCSA NPU TECHOM CO-
TPyOHWYECTBe Bpaya 1 naumeHTta. Peuname vyalle Bcero
BO3HMKAET B TeyeHne 12 Mec. nocne npekpalleHus ne-
YeHUs, OAHAKO OH MOXET Pa3BUTbLCA N CMYCTSA HECKOJIbKO
net. [loaToMy Nocne OTMEHbI TEPANUM NaUVNEHTbl JOJK-
Hbl aKTUBHO HabnogaTebes. ucnaHcepHoe HabnoaeHve
Npoao0IKAETCHA B TeHEHME BCel Xn3Hu. B cnyvae peuu-
[M1Ba noBbilleHne ypoBHSA IgG MOXET npeaLecTtBoBaTb
MOBBLILLEHWIO aKTUBHOCTU aMuHoTpaHcdepas (I1-2).

34. Tpu neyeHun peunamea N 060CTPEHNUS MPUMEHSIIOT T
e [03bl KOPTUKOCTEPOUIOB, HYTO U NPU UHAYKLMOHHOM
pexunme. CBOEBPEMEHHOE BbISIBNIEHVE pPeLuanBa No3Bo-
NIIET NPUMEHSTL BONee HU3KME A03bl MMMYHOOEMPEC-
CaHTOB ANsl AOCTUXEHMS nonHon pemuccun (11-2).

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

Iloddepacusarowas mepanus

[Tocsie BO306HOBJIEHUSA TEPANIMH U AOCTHKEHUS KIMHUYECKOH
U J1abopaTOPHOM peMHCCUM 03y a3aTHONpPHHA 110 Mepe Mo-
CTelleHHOW OTMeHbI Ipe/iHN30(JI0)OHa CAeAyeT MOBBICUTD /10
2 mr/kr/cyt. Ilocjie 3TOT0 a3aTHONPUH CJelyeT NPUMEHSTh
MOCTOSTHHO B BM/Ie HENPEPBIBHOW IMOJJepXKUBaIOIEN Tepa-
nuu. /laHHbIe, Kacawlrecs Mo JepXKUBaloleid MOHOTepanuu
a3aTHONPHUHOM B Jl03€ 2 MI'/KI'/CyT, CBUZETEIbCTBYIOT O BbI-

COKOM ypOBHEe NPOUIAKTUKN TOOOIHBIX 3P PEKTOB Tepauu
KOPTHUKOCTEPOUJAMU U TIpeJOTBpalleHUsT PenuAuBoB. Tak,
B TeyeHHe rofia MoJ/iep>KUBalollleil Tepanuu a3aTHONPHHOM
He HabJ1I0/ja/10Ch HU OJHOTO PELM/IMBA, a 32 MeJiMaHy HabJIio0-
JleHus1 67 Mec. YacToTa peMuccuu coctaBuia 83 % [179, 221,
222]. Bo BpeMs moaiepKUBaOLIel Tepanuy a3aTHONPHUHOM
NaleHTOB CJeflyeT Pery/asapHo 06c1e[0BaTh HAa HAJIMYKe LU-
TONeHUH. BO3MOXXHO MOBBILIEHNE PHUCKA 3/10KaueCTBEHHBIX
3a60JIeBaHUH, XOTsI 3ITOT BONPOC /10 KOHIIA He BbIsICHEH [223].
B ogHOM HeGOJbIION MyGJIMKALMU C aHAJIM30M C/Iy4aeB OT-
MEHBI a3aTHOINPUHA [0C/Ie MeiMaHbl JedeHus 5 yetT y 50 %
Pa3BUJIMCh PELUJMBBI NOCIe MeJHaHbl HAGJIOLEeHUsA 7 JIeT
[35]. OcHOBHOe mpeuMyIeCTBO JleyeHUsI a3aTUONPUHOM —
BO3MOXXHOCTb He IPUMEHSATb KOPTUKOCTEPOU/IbI U, COOTBET-
CTBEHHO, U306eXaTb UX J0JT0CPOYHBIX TOBOUHBIX 3P PEKTOB.

AnbpTepHaTUBHAs CTpaTerus — NpyUMeHeHHe IPeJHU30J10-
Ha B MMHMMaJIbHOW BO3MOXKHOH /03€, 06ecreyrBaroliel moj-
JlepKaHWe aKTUBHOCTH CbIBOPOTOYHBIX aMHUHOTpaHcdepas B
npegesnax HopMbl. OCHOBHOE NPEUMYyLIeCTBO HCIO0JIb30BAHHUS
HU3KHX [I03 NpPeJHHU30JI0HAa — BO3MOXXHOCTb He Ha3HayaThb
a3aTHOINpPHH ManueHTaM GepTHUIBLHOrO Bo3pacTa M M36aBile-
HUE OT TEOPETUYECKH BO3MOXHbIX PUCKOB OHKO- U TEPATOTeH-
HocTH. [ToJIb3y W MOTEHLMa/IbHblE PUCKU IOKM3HEHHOM NO/-
JlepKMBaolleld TepanuM a3aTHONPUHOM M NPEJHU30J0HOM
cienyeT o6CyAUTb C NMALMEHTOM. BbIGMpaTh CTpaTeruo mo-
JIeP’KMBAIOLIeH Tepanuu y NaleHTa, y>Ke JOCTUTIIEr0 peMUC-
CHH, CJIe[lyeT UH/IMBU/Iya/IbHO. HEOGX0AMMO yYUTHIBAaTh TaKHUe
baKTopbl, KaK CTaAus MOPAKEHUS MEYEHH, TSHKECTh NEPBBIX
NPOsIBJIEHUH, NEPEHOCUMOCTb UH/YKIIMOHHOH TepaluH, oKa-
3aTeJM MJIOTHOCTH KOCTHOHM TKaHM, CONYTCTBYIOIIMe 3a6oie-
BaHUA U PaKTOPBI PUCKA, @ TAKXKE BO3PACT NAllMeHTa.

36. Y maumeHTOB C nierkoi dopmori 3aboneBaHns 1 Henepe-
HOCMMOCTbIO 23aTUOMNPUHA MOXHO MPUMEHSATb MOHOTE-
panuio npegHusonioHom (I1-2).

37. Bo Bcex gpyrux ciydasx Lenbio noanepXxuBarolen te-
panuun ABRASETCS HECTepouaHas MOHOTepanusi a3aTno-
npuHomMm (vnn MM®). [o3y npenapatoB npu noanep-
XUBaOLWEn Tepanun crnegyet noadbupartb Tak, 4YToObl
obecneynTb CTabUIIbHYIO PEMUCCUI0 C HOPMaJsbHbIM
ypoBHeM aMmunHoTpaHcdepas n IgG. HYacTtoTy peumansos
nocsie OTMEHbI NPEAHN30/I0HA MOXHO YMEHbLUNTL NyTEeEM
NPUMEHeHUs asaTnonpuHa B fose 8o 2 mr/kr/cyt (11-2).

MOHumOPUHa 80 epeMsl j1ieveHusl

K MoMeHTy Havasa jiedeHUs] KOMOWHALMeld NpeJHU30JI0H +
A3aTHONPHH NALUEHT J0JKeH ObITh 06CJ/1eI0BaH 10 OCHOBHBIM
KJIMHUYECKUM U JIAGOpPaTOPHBLIM 0Ka3aTesisiM, II0CJie 3TOTO B
TeyeHHUe TepBbIX 4 HeJ. ITU I0KA3aTeNU CJIeAYeT PeryyaspHo
KOHTPOJINPOBATh. [locie yMeHbLIeHUs [J03bl KOPTUKOCTEPOU-
JI0OB HHTepBaJIbl 06C/Ie/J0BaHUSI MOXKHO YBEeJIUIUTH /10 1-3 Mec.
[TanyenTsl ¢ AUI" HyQI0TCA B NOXXKU3HEHHOM JIUCIIAHCEPHOM
HaO6JIIOZIEHNH, TTOCKOJIbKY O0GOCTpEeHHS] U PelUIUBbI 3a60J1e-
BaHUs HEPEeJKO MPOUCXOAAT JKe IMOCJe MOJHONW PEMUCCHH.
PeuuiyiB mocjie OTMEHbI JiedeHUs1 06bIYHO BO3HHKAET B Teye-
Hue 12 mec. [IoaToMy mocjie OTMeHbI TepPANKUK GOJIbHBIE JOJDK-
HbI aKTUBHO HabJ110/1aThCs1. Bo BpeMst mojjiep)xuBarolieil Tepa-
WU NMaldeHTOB HaAJIeXKUT 00C/Iel0BaTh KaXkable 3-6 Mec.
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Heduyum muonypunmemuampaHcgepasol

TMT — 3To depMeHT, yyacTByoUUid B MeTabosU3Me asa-
TUONpPHHA. A3aTHONPUH MeTaboJIM3UpyeTCcsl B 6-MepKanTo-
nypuH (6-MII), a aTOT NpOMeXKyTOYHbIH MeTabOJUT 3aTeM
npeBpaliaeTcs B e4eH! JIM60 B 6-THOTYaHUH, 160 B 6-THO-
MOYEBYI0 KHCJIOTY, MO0 B 6-MeTHUJIMepKanTONypuH [224].
[eHoTUNMpOBaHue Wau oueHka akTUBHOCTHU TMT, koTopas
KaTa/u3upyeT npespalieHve 6-MIl B HeakTUBHble NPOAYK-
Tbl, B ONpe/leJIeHHON CTeleHU M03BOJIsieT MPOrHO3UpPOBATh
TOKCUYHOCTb a3aTHONpHHA [225-227].

6-THOryaHUHOBble HykKJeoTuzabl (6-TTH), koTopeie oT-
BEeYalT 3a UMMYHOCYNPeCCOpHble U NMPOTHBOBOCHATUTEb-
Hble CBOMCTBA a3aTHONPHHA, TAKXKEe MOI'YT OKa3blBaTb MHe-
JIOCyTpecCMBHOe ToKcHuyeckoe JeicTBue [228]. Hapyenue
npeBpauieHus 6-MIl B 6-THOMOYEBYIO KMCJIOTY BeJEeT K YCU-
JeHuto npespauieHus 6-MII B 6-TTH, uyTo cnoco6cTByeT mno-
BBIIIEHNI0 TOKCUYHOCTH PUKCUPOBAHHOH [J103bI a3aTHONPHU-
Ha [229]. Huskasa aktuBHOocTb TMT cBsi3aHa ¢ pas/IMYHBIMHU
aniensaMu, 4dauje Bcero ¢ *3A. [OMO3UIOTHOCTb C IOJIHBIM
pedunutom TMT BcTpevaetcs peako (0,3 %) u cBssaHa c
OYyeHb HU3KOH aKTHUBHOCTbIO pepMeHTa. B aTol cuTyauuum
BO3MOXXHBI Cepbe3Hble T060YHbIe SIBJIEHUS, CBSI3aHHbIE C Ha-
KOIJIEHMEeM aKTHUBHBIX MeTa60JuTOB 6-MIl, X0TA reHOTUNH-
poBanue TMT faeT focTaTouyHO BapHabesbHbIE Pe3y/IbTaThI
B OTHOIIEHWH NPOrHO3MPOBAaHMsA TOKcu4yHocTH [230, 231].
BeposiTHO, 3T0 06yC/10B/IEHO a/IbTEPHATUBHBIMU Ny TSIMU Me-
Ta6o/1M3Ma, BaprabebHON IeHeTPAaHTHOCTbIO U BO3MOXKHOMN
nHaykureil aktuBHoctd TMT cy6erpaTtom [232]. Takum 06-
pa3oM, usMepeHHue akTuBHOCcTH TMT nin reHoTUNIMpOBaHMe
He M03BOJIAIT JOCTOBEPHO BBIABUTH MALMEHTOB, Y KOTOPBIX
pa3oBbioTCsA NM0G0YHBbIE 3 (EKThI MPU UCIOIb30BAaHMUU a3a-
THOTNPHHA. Y NalMEeHTOB C HeNepeHOCHMOCThIO a3aTHONPUHA
akTuBHOCTb TMT HHoOrzAa 6bIBaeT HOpMaJbHOM WU GJIU3KON
K HopMasibHOH [230, 233].

Kpowme Toro, kak 66110 ycTaHOBJIeHO y manneHToB ¢ HB3K,
3TUX N060YHBIX 3PPEKTOB MOKHO U36eXKaTh MyTeM HCIOJIb-
30BaH{sA HU3KHX [[03 IPU MOHUTOPHUHTE COJE€PKaHUS MeTa-
60/1MTOB B KpoBU [234-236]. [eTepo3uroTHOCTh MO ajie-
Jto, obycosauBamwieMy Aedunut TMT, ¢ mpoMeKyTOYHBIM
YPOBHEM aKTHUBHOCTU pepMeHTa ONpejieisieTcsl IPUMepPHO Y
10 % nanueHTOoB. Y inn ¢ AUT" HU reTepo3UroTHOCTD, HU YPO-
BeHb MeTab0uTOB 6-MII He ABNAIOTCA HAaJEXKHBIMH ITPOrHO-
CTUYECKUMH NOoKa3aTeaIMU 3G PeKTUBHOCTH MM TOKCUIHO-
cTH asaTuonpuHa [231, 233, 237], a UUTONEHHUS y ITUX JIUIL]
HepeJIKO 00ycJIOBJIeHa IUPPO30M MeUeHHU.

OaHako, y4UThIBas MOTEHLHAJbHO Cepbe3Hble MOC/e[-
CTBUSA JIeYeHUs a3aTHONPHUHOM MALUEHTOB C JeQULUTOM
TMT, no/ib3a B OTHOIIEHHH 6€30IIACHOCTH MOXET NlepPeBECUTb
apryMeHThbl NPOTHUB ITOBCEMECTHOTO OIpe/ieIeHUs] aKTUB-
HocTyu TMT. UHBIMU clI0BaMH, €CIM BO3MOKHO, IPeX/ie YeM
HayMHaTb JIeYuThb nanueHTa ¢ AUl asaTuonpuHoM, cienyet
onpefeanTb akTUBHOCTb TMT. Y 60os1bHbIX ¢ fedunuTom TMT
MOXXHO NPHUMEeHATh MOHOTepaNuio NpeJHU30J0HOM HJIU UC-
M0JIb30BaTh MEHBLIYIO 03y IpPeJHHU30JI0Ha B KOMOUHALUU
¢ MukodpeHosata Mopetusom (MM®P). OgHaKo, MOCKOIBKY
TOKCUYECKHe NMpOosIBJeHUsI IPUMeHeHUs] a3aTHONpPHHA Yallje
BCTpevalTcsl B OoTcyTcTBUe fAedunurta TMT, Heobxonumo
obecneyuThb perynsapHoe obcefjoBaHHe BCeX MAallUeHTOB, Ha-
YUHAWOLIUX JiedeHHe 3TUM MpenapaToM, AaxKe MocJe OLeHKH
aktuBHOCTH TMT.

38. OnpepgeneHune kKoHueHTpaumm 6-TMH nomoraeT ckoppek-
TUPOBaTh 403y a3aTMOMNPUHA U BbISBUTb BO3MOXHOE He-
cobnoaeHne pexuma. Heonpenensiemas KOHLEHTpauus
6-TI'H MoxeT 6bITb 06yCcoBEHa HapyLleHnemM meTabo-
NM3Ma UM HecobBoAEHVEM pPeXMMa NiedeHnst. Boicokas
KOHUeHTpaums 6-TIMH moxeT cBMaEeTeNbCTBOBATb O TOK-
cuyeckom pgencteum npenaparta (11-2).

OcoGhbIie rpynnbl Nalfi€HTOB

bepemeHHble

[Ipy nmyIaHMPOBAHUU JIeYEeHUs] MALUEHTOB CO CTAOHUJIbHBIM
AUT 4YacTo BO3HUKAIOT BOIMPOCHI 3a4aTUs U GepeMeHHOCTH.
JlutepaTypbl, KOTOPOM MOKHO 6bLIO 6bI 060CHOBATbH PEKO-
MEHJAlUH, HET.

B KpymHO{ rpynmne nanueHTOB, KOTOpble MOCeIlaan
KJIMHUKY npu KoposieBckoM Kostemxke (BennkoGpuTaHus)
B nepuoj ¢ 1983 nmo 1998 r,, y 18 manueHTOoK 6b1710 35 Ge-
peMeHHocTel; 31 6epeMeHHOCTb 3aKOHUYMJIACh POXKJEHUEM
YKUBBIX MJIQZIEHLEB, TOPOKH PAa3BUTHUSl 3apETrHCTPUPOBAHBI
Juub B 2 cay4dasx [82]. O6ocTpeHUs1 akTUBHOCTH 3a60J1eBa-
HUA HabJI0ZAMNCh BO BpeMs 4 GepeMeHHOCTEH, a TaKxke B
4 cnyyaax B TedeHHUe 3 MecC. IocJe poJoB. B pacmupenHon
ny6JIMKaY 3TOTO XKe yIpex/aeHus oTMedeHa 81 6epeMeH-
HOCTb y 53 xeHIIUH, npudeM y 41 % 6epeMeHHBIX ObLIT LIUP-
po3 nedyeHu [81]. Ha MOMEHT om/of0TBOPEHUsI SHLEKIET-
ku 61 xxeHuuHa (75 % GepeMeHHBIX) MoJiy4yaja Tepanuio
no nosoay AWI, 75 % us Hux — dpapmakorepanuio. U3 Hux
27 mauueHTOK MOJIy4yaJd MOHOTEpaIHIo MpeJHHU30J0HOM
(cpennssa mosa 10 mr/cyT, auanasoH 2,5-40 mr), 7 — MoHoO-
Tepanuio a3aTUONPUHOM (Juanas3oH 1-2 mMr/kr/cyT), 25 —
KOMOWUHHPOBAHHYI0 Tepanuio as3aTHONPHUHOM (Juana3oH
1-2 Mr/kr/cyT) U peJHU30JI0HOM (CpeAHss f1o3a 5 MI/cyT,
auanas3oH 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 »xuBopokzaeHuit cocraBuna 73 % (59/81). B
12 (20 %) u3 59 ciy4aeB MMeJM MeCTO IpeXx/eBpeMeHHble
poael, 6 (11 %) HOBOPOXK/JEHHBIX HYKJAJUCh B JIEYEHUH B
OT[ieJIeHU HWHTEHCUBHOM Tepanuu [Jii HOBOPOXKJEHHBIX
(OUTH). ¥ mMaTepel c LUPPO30OM NeYeHH Ha MOMEHT 3a4aTus
4acTOTa XKUBOPOXK/IEHUH ObLIa HIKE, @ 4aCTOTA HYXK/1aeMOCTH
JleyeHUs: HOBopoxJeHHbIX B OUTH — Bpie. O6uiasa yacro-
Ta OCJIO)KHEHUU GepeMeHHOCTH coctaBuia 31/81 (38 %) ot
YyHuc/aa Bcex 3a4aThi. O6ocTpeHre aKTUBHOCTH 3a00JIeBaHHUS
HabJroganock y 26/81 (33 %) 6epeMeHHbIX. Cepbe3Hble He-
»KeJlaTesbHble SIBJIEHUs] Y JKEHIIHUH (CMepTb, HEO6XOAUMOCTb
nepecasiky Ne4eHr) BO BpeMsi OepeEMEHHOCTH UJIM B TeYeHHe
12 Mec. nocsie pofoB JIM60 JeKoMIeHcanust GYHKLUY eueHU
BO BpeMs 6epeMeHHOCTH WM B Te4eHHe 3 Mec. I10CjIe POJIOB
Habmogaauce y 9 (11 %) nauueHTOK, MpUYeM 4acTOTa 3THX
MoKasaTeJsiel CTaTUCTUYEeCKH 3HAaYUMO OblJia BhIILE Y XKEeHIUH
C IMPpO30M INeyeHU. JledeHHe MaTepel He OKa3bIBAJIO CTATH-
CTUYECKH 3HAYMMOrO BJIMSIHUSI Ha 4YacTOTY KMBOPOXKIEHMH,
CPOK poJiopa3pelleH s], HeBbIHAIIMBAHUE UJIU TPOJLOJIKUTE I b-
HOCTb TeCTAllMOHHOro mnepuoja. BeposATHOCTb o6ocTpeHHUs
AWT 6bl1a Belllle y NALMEHTOK, He NOJIy4aBLIMX TePaIHio MO0
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y KOTOPBIX y>Ke UMeJIoCb 060CTpeHMe B Npejie/iax rofa mnepes
HaCTyIJieHHeM 6epeMeHHOCTH. Y MalMeHTOK C 060CTPeHHEM,
CBSI3aHHBIM C 6epeMeHHOCTbI0, Gbl/Ia BbIllle BEPOSATHOCTD Jle-
KoMIeHcauuu GpyHKuuM neyeHu. CieLyeT OTMETHUTb, YTO Ka-
KHX-JIM60 APYTUX BPOXKJEHHBIX dHOMaJIMH, KPOMe ONMUCAHHBIX
B IlepBOH cTaThbe [81], B JasbHEHIIEM He YCTAaHOBJIEHO.

B my6imkanuu 13 'epMaHuy onucaHo 42 6epeMeHHOCTH Y
»keHLKH ¢ AUL. ABTOpbl oTMevaroT 11 HexeslaTeJIbHbIX UCXO0-
JI0B C 4 cay4asiMU cepbe3HbIX OCJ0XKHEHUH y »keHLuH [238].
Heo6bsicCHUMBbIE HexeslaTesbHbIE UCXO/bl KOPPEJUPOBAJIHU C
HasuuueM aHTU-SLA/LP 1 anTtu-Ro/SSA. O60ocTpeHus Bo Bpe-
Ms1 6epeMeHHOCTH HabJofanuch y 21 % nanueHTok. Y 52 %
*KEeHIIMH 000CTPeHUs pa3BUJIKCh Noce posoB. [Ipy aHau3e
63 6epeMeHHOCTel y nanueHToK ¢ AU ycraHoBsieH 6oJsiee
BbICOKHM MPOLIEHT BBINOJHEHUS] KecapeBbIX CeYeHUH, XOTs
YBEJMUYEHHUsI 4aCTOThI C/Iy4aeB MEPTBOPOMKAEHUS UM MTOPO-
KOB pa3BUTHs [JI0ZA He HabJtoAanoch [239].

Bo Bcex 3THUX KpYNHBIX UCCIIEJ0BAHUAX IBHOM CBA3M MeX-
Jly IpMMeHeHHeM a3aTHONpPHHA BO BpeMs 6epeMeHHOCTH U
He6/1aronpUsTHBIM HCX0/J0OM He YCTAaHOBJIEHO. B KpynHBIX HC-
ciaefnoBaHusix nauueHToB ¢ HB3K gokasaHa oTHocuTesibHasA
6e30MacHOCTb a3aTHoNpHHA uiau 6-MII Bo BpeMs GepeMeH-
HocTHU [240]. JeiicTBUTENbHO, pe3y/bTaThbl MeTaaHaIM3a, Ha-
NpPaBJIEHHOT'0 HA OLIeHKY Mcxoza y »keHKH ¢ HB3K, koTopeie
MOJIy4a/Id THOIMYPHHBI, IOKa3aJd, YTO COBOKYNHOE OTHOILe-
HYe IaHCOB POXZeHHUsI pebeHKa C HU3KOH Maccoy TeJa, pe-
JKJIeBpeMeHHbIX POJIOB M BPOXK/I€HHBIX NOPOKOB Pa3BUTUSA
coctaBuo cooTBeTcTBeHHO 1,01 (95%-1 moBepuUTeNbHBIN
uHTepBan [95% /U] 0,96-1,06), 1,67 (95% AU 1,26-2,20) u
1,45 (95% 1 0,99-2,13). Y My>K4HMH COBOKYITHO€ OTHOILIEHHE
PUCKOB BPO/IeHHBIX ITOPOKOB pa3BuTHsA 66110 1,87 (95% U
0,67-5,25) [241].

TakuM 06pasoM, Npofo/KeHHe IpyeMa 3Toro npenaparta
BO BpeMsl 6epeMeHHOCTH ONpaBJaHHoO. bosiee TOro, B 0lHOM
HeO60JIbIIOM UCC/IeJOBAaHUM C y4acTHeM 14 ManueHToK, y Ko-
TOPBIX BO BpeMsi 6epeMeHHOCTH Obljla CHWXKeHa UMMYHOCY-
Hpeccys, yCTaHOBJIEHO GbICTpOoe pa3BUTHe obocTpeHus AUT
y 12 xenmuH [79].

AUT Taxxke MOKeT OGHApPYKUTbCS B MepBOe BpeMs BO
BpeMsi 6epeMeHHOCTH WM (4alle) B paHHUN MOCJepoJ0BOH
nepuoy, [80, 242]. 3TU NpOsIBJAEHUS LOJDKHBI JIEYUTHCS TaK
e, KaK M y HeGepeMeHHBIX. B 11eJIoM /laHHble KPYTHbIX HC-
cJle[JOBaHUH MOATBEPXKAAIOT CTPAaTEerMi0 MUHUMaJIbHOHN KOp-
pPeKIuH CTaHAAPTHOM MMMYyHOCynpeccuu (mpesHH30JI0H +
a3aTHONpPHH) BO BpeMs 6epeMeHHOCTH Tak, YTOObI PUCK 060-
CTpeHMsI 6blJ1 MUHUMaJ/IbHBIM U BO BpeMsi 6epEMEHHOCTH, U B
nocsepo/ioBoi nepuog. To xe ciesyeT cKasaTb U O JIEYEHUH
MHrubuTopamMu KanbuuHeBpuHa (MKH), xoTs TouHble JaH-
Hble, Kacaroluecs npogonkenus npuema UKH 6epemMeHHbI-
MU, MOXKHO ITOJIyYUTh TOJIBKO U3 Pe3yJIbTaTOB UCCJIe/JOBAHUH,
MOCBSIIeHHbIX TPaHCILIaHTanuu [79, 80, 243].

OKOH4YaTeJbHOE pelleHHe MOAUQUIMPOBATE HMMYHO-
Cynpeccuio JIM60 [0 HAcTymJeHUs: 6epeMeHHOCTH, JIM60 BO
BpeMs Hee JIOJDKHO OBbITb OCHOBAHO Ha OIleHKe pHCKa JJIs
MallUeHTKH U ee GepeMeHHOCTH. Be3yc/0BHO, y MalMeHToK C
YK€ AMArHOCTUPOBAHHBIM IIMPPO30M PHUCK HeXeJsaTesbHbIX
HCXO/I0B KaK BO BpeMsi 6epeMeHHOCTH, TaK U B IIepBbIH roj Mo-
cJle poZl0B MaKCHMaJIbHbIH, T03TOMY 3Ta rpynmna TpeGyeT Hau-
6oJIblIIEro BHUMaHHUs B 3TO BpeMsi. HecMoTps Ha TOT $aKT, 4To
a3aTHONPHH OTHOCUTCA K NpenaparaM Kareropuu D no kuac-
cupukanuu FDA (YmpaBsieHHsI MO KOHTPOJIIO 32 KayeCTBOM

MUIIEBBIX MPOAYKTOB U JIeKapCTBeHHBIX cpefcTB CILIA) [244],
asaTuonpuH u 6-MII mokasanu OTHOCUTEbHYI0 6€30IIaCHOCTb
npu 6epeMeHHOCTH. MM®, KOTOPBIH OTHOCUTCA K 3TOM e Ka-
Teropuy, Hao60pOT, HeCceT 3HAYMMO OOJIbIIUHM PUCK TepaTo-
TeHHOCTH U JJ0JKEH ObITb OTMEHEeH Nlepe/ JIaHHpyeMoH 6epe-
MEHHOCTbIO U He IPUMEHSIThCS Y 6epeMeHHbIX [245].

B oTHOmeHWH TPyAHOrO0 BCKapMJIMBAaHHUA B KOHTEKCTe
AUT' 1 nMMyHOCYNIpecCHU UMEeITCA JIMIIb CKYJHbIe JaHHbIe.
CymecTBytomas MHGOpMalUs NoJyyeHa B UCCAe[0BaHUAX C
ydacTHeM MalUeHTOK C JPYrMMHU 3a60/ieBaHUSIMM, TaKUMHU
kak HB3K u peBmarosioruyeckas martosiorus. B uesom asa-
THONPUH WK 6-MII cunTaTca 6€e30MacHbIMU IPU IPYAHOM
BCKapMJIMBAaHWH, XOTS B IPyJHOe MOJIOKO MOTYT INonazjaTh
He6OoJ/IbIINE KOJInYecTBa MeTa60uTOB. OJIHAKO 3TO HE BbI3bI-
BaeT KaKUX-JM00 0CI0KHEHUH Y IPYJIHBIX feTel [246, 247].

39. KoHTponupyembii AU HE CRyXUT NPOTUBOMNOKA3aHNEM
HW K 6EPEMEHHOCTHN, HN K rpyaHOMY BckapmansaHuio (11-
2).
CnepyeT npofosixaTb NoAAEPXKMBAOLLYIO Tepanuio a3a-
TNONPUHOM * nNpeaHu30(no)H (11-2).
Hebonblune 060CTpeHUs BO3MOXHbI B | TpumecTpe u
0COOEHHO nocre PoaoB. [1na neveHuns aTnx 060CTpeHUn
HeobxoaMmo ycuneHme nmmyHocynpeccum (11-2).
MM® npwu 6epemeHHOCTH NpoTrBonokasaH (11-2).

Jlemu

Kak 61110 onrcaHo B pasj. «dnugemuosiorus AU, ato 3a6o-
JleBaHUe BCTpevyaeTCsl BO BCeX BO3PACTHBIX IPyNNax U y JIULL
JII060H packl. BospacTaeT 4uc/io manyMeHTOB, MePeXOAsIUX
Ha MeJUIMHCKOe 06C/Ay>KMBaHUe U3 JeTCKUX WU MOJpPOCT-
KOBBIX KJIUHUK. O61K1e NpuHuIbl sedeHuss AUl B feTckom
BO3pacTe CXOAHBI C TAKOBBIMU y B3POCJIbIX, 32 HEKOTOPBIMHU
HcKIouYeHnsMU. [loka3aHus K Tepanuu Takue xe [248]. B He-
CKOJIBKHX KPYTTHBIX UCCJIeJOBAaHUSAX T0OKAa3aHo, YTO 3a60s1eBa-
HUe HAa MOMEHT 06palleHHs 32 MeIUIIMHCKOHN TOMOIIbIO HMe-
eT 6oJiee arpecCUBHBIN XapakTep, yeM y B3pocJbIX. CBsI3aHO
JIU 3TO C HaJIMYUEM JPYTUX ayTOMMMYHHBIX 3a00JieBaHUH,
HeCBOEBpPEMEHHbBIM yCTAaHOBJIEHHEM JMarHosa WUJU FeHeTHU-
YeCKOW IpejpacnosioKeHHOCTbIO, 0CTAeTCs HeBBISICHEHHbIM
[249]. Hannyue HEKOTOPBIX OOLIMX MPOSBJIEHUH C IPYyTUMU
3a60JieBaHUAMH, B YacTHOCTH ACX, 3aTpyAHSET MyTh K Ipa-
BWJIBHOMY JiMarHosy [52, 248, 250, 251].

[TockoJIbKy Ha MOMEHT MOCTAaHOBKH JHarHosa MposiJje-
HUSA LUppo3a HabJutogawTcs 6osee yeM y 50 % peTei, a 6osiee
Jierkvie GopMbl 3a60J1eBaHUsT O6BLIYHO HE BCTPEYaloTCs, Tepa-
MHI0 cJleflyeT HAaYMHAaTh Cpa3y I0CJe YCTaHOBJIEHUS JHarHo-
3a [52, 248, 250, 251]. ArpeccuBHOe TeyeHHe 3a00JIeBaHUS, A
TaK)Ke CBeJIeHHs 0 TOM, YTO HeCBOeBpeMeHHasl AMarHoCTHKa
yXyALIaeT NPOTHO3, 000CHOBBIBAIOT paHHEee IPUMEHEHUE Me-
JMKaMeHTO3HOU Tepanuu. Tak ke KaK U Y B3POCJIbIX, JledeHue
JIONyCKaeTCs OTKJaZbIBaTh JIUIb B PeAKUX CAydyadx, dalle
BCEro Npu HAJIMYMH LUPpo3a 6e3 BOCHATUTENbHOW aKTHBHO-
CTH Y TOJIBKO IOCJIe KOHCY/IBTAIMH C ONIBITHBIM IelaToJIOTOM.

Cxembl 1everust demeti c AU
ITo CpaBHEHUIO CO B3POCJIBIMU CXEMBbI JIEHEeHUA ,Z[eTeﬁ ycTa-
HOBJIEHBI INPEUMYyLIECTBEHHO HA OCHOBAHHWM OIIbITA KpYII-
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HBIX KJIMHUYECKHUX LIeHTPOB U OTPa’KaloT COOTBETCTBYIOIIHE
OTIBIT Y IPE/ANIOYTEHHUS 9TUX JIeUeOHbIX yUpex/ieHuH [52, 248,
250-257]. [lo HeiaBHero BpeMeHHU PaH,0MU3UPOBAHHBIX HC-
cneoBaHuH no siedenuto AUT y eTeld He npeJIPUHUMAIOChH
[258]. OpHako, HECMOTpPsI Ha OTCYTCTBUE KOHTPOJIUPYEMbIX
Hcc/leIoBaHUH ¢ yyacTueM JeTelt ¢ AUT, B psajie ny6aukanui
noaTBepxgaeTcs 3GPeKTUBHOCTb UHAYKIMOHHBIX PEKUMOB
Ha TAaKOM e YPOBHE, KaK U Y B3POCJbIX, C HOpMa/Iu3anuei
aKTUBHOCTU depMeHTOB nedyeHu y 90 % manueHTOB mocse
6-9 mec. Tepanuu [52, 248, 250-252].

Jlo HacTosiIero BpeMeH! OCHOBOH Tepaluy NPaKTHYeCKH
BO BCeX CXeMax JieueHHs JleTel sBJAeTCs NMpesHU30(JIO)H.
OG6BIYHO €ro Ha3HA4YalT B HayaJbHOU A03e 1-2 Mr/Kr exe-
JAHeBHO (70 60 Mr B cyTku) [52, 248, 250, 251]. B oTHOIIEHNH
CHM)KEeHUS [103bl KOPTUKOCTEepOUa eMHOI0 MHEHUs He Cy-
IIeCTBYeT. B OfHUX YYpexAeHUSX CUUTAIOT LieJecoobpas-
HBIM OBICTPO NEePEXOUTD HA IPHEM KOPTUKOCTEPOUIA Yepes
JleHb, YTOObI MaKCMMaJ/IbHO COKPAaTUTh BJIMSHHE Ha 3a/lepiK-
Ky pocTa. B pyrux, Ha060poT, NpUePKUBAIOTCSA MPAKTHKH
MPUMEHSTh €XKeJHEBHO HU3KYI0 Z103bl MPeIHU30(JI0)Ha.

[TockoabKY U y Bpauel, U y poauTesel, Uy caMux JleTel
HMMEIOTCS ONTaCeHUsI OTHOCUTEIbHO BJIMSTHUS BBICOKOZ03HOH
Tepanuy Ha POCT, Pa3BUTHE KOCTEH M KoCMeTHYecKue Jie-
deKTbl, BCeM JleTAM O6BIYHO PEKOMEHJYeTCs paHHee Ha-
yaJio JieyeHus azaTuonpuuom (1-2 Mxr/xr/cyT) nan 6-MII
(1,5 mr/xr/cyT) [52, 248, 250, 251].

B oaHOM M3 HelaBHUX Ba)KHBIX MCCAe[0BaHUN M3ydasu
aJIbTEPHATUBHBIA WMHAYKLMOHHBIM pEXHUM y JeTed W moj-
poctkoB ¢ AUT [258]. B HacTos1ee BpeMsi 9TO eJUHCTBEHHOE
JIBOI{HOEe cJierioe KOHTPOJIMpyeMOe HCCJe[lOBaHHE CPEJICTB
nnsa nedenus AUT y geteil. B HeM B kauecTBe a/lbTepHATUBDI
NpeJHMU30HY HCIOJb30BaaNd OyznecoHH. B aToM mpocnek-
TUBHOM /IBOMHOM CJIelIOM paHJOMHU3UPOBAaHHOM MHOTOIL|E€H-
TpOBOM HcceoBaHuU IIb $asbl ¢ aKTUBHBIM KOHTPOJIEM U
NPO/IOJDKUTENBHOCTBIO 6 MEC. y4acTBOBaJO 46 MalMeHTOB.
19 nanueHTOB NpUHUMaIHK GyzecoHu (1o 3 Mr 2 uiu 3 pasa
B CyTKH), 27 — npeAHU30H (40 MI/cyT c yMeHbIIEHUEM J03bI
210 10 mr/cyT). B 06eux rpymnmnax naiydeHThbl OJIy49aau a3aTHO-
npuH (1-2 Mr/kr/cyT), nocse 4ero eie 6 Mec. B OTKPbITOM
peXuMe NpUHUMaIH GYAEeCOHU.

OcHOBHOM H3ydyaeMbld mnokasaTesb 3QPEKTUBHOCTH —
noJiHasi 6GMOXUMHUYecKas peMuccus (HopMaiu3anus akTHBHO-
ctu AnAT u AcAT B cbIBOPOTKE) IPH OTCYTCTBUH Y NaljMeHTa
3apaHee OGTrOBOpEHHBIX cllelUPUUEeCKUX [JJisT KOPTHUKOCTe-
pousioB nNo6o4yHbIX 3pPekToB. B pe3ynbTaTe Mex Ay rpynna-
MU JieueHHUsl OyZleCOHU/IOM U NPeJHU30HOM He YCTaHOBJIEHO
CTAaTUCTUYECKU 3HAYUMOIO PA3JIM4Ms 10 Jj0Jle NMAlUeHTOB,
JIOCTUTIIMX OCHOBHOT'O HM3y4YaeMoro IokasaTess (COOTBeT-
ctBeHHO 3/19 [16 %] u4/27 [15 %]) uepe3 6 Mec. 1edyeHus, a
TaK>Ke M0 Jl0JIe MAllUeHTOB, y KOTOPBIX OblJIa JOCTUTHYTA GHO-
XUMHUecKas pemuccus (6ygecoup 6/19 [32 %); npeHU30H
9/27 [33 %)), oTcyTcTBOBaNU cieniupuiecKre A1 KOPTUKO-
cTepouioB no6ouHble apdekTrl (6ymeconun 10/19 [53 %];
npesHu3oH 10/27 [37 %]). B uesioM B rpymme JiedeHus 6yze-
COHHJIOM NTPUOABKA MACChI TeJa 6blIa CTATUCTUYECKH 3HAYHU-
Mo Hmxe (1,2 £ 3,5 Kr) o cpaBHEHMUIO C TPYIIION NpesHU30HA
(5,1 £4,9xr; p=0,006). B nocneaytoiieit 6-Mecs4HON OTKPBHI-
TOM 4aCTH UCC/IeI0BaHUs BYAeCOHN/| OJIY4UII0 42 MaLUEeHTa,
nocsie 4ero y 46 % y4aCTHUKOB yCTAHOBJIEHA I10JIHAsA pEMUC-
cus. Ha oCHOBaHMM 3THX J@aHHBIX MOXXHO TOBODHUTb O TOM,
4YTO OYAECOHMJ C a3aTHUONPHUHOM CIIOCOGHBI MHAYLMPOBATb

Y nojjep:kuBaThb peMuccumo y geteil ¢ AUl u MoryT paccMa-
TPUBATBCS KaK aJIbTEPHATUBA NPEJHU30HY ¥ NAl[MEeHTOB 6e3
rpposa. JloarocpodyHoe BIUSHME JaHHOM CXeMbl JiedeHUs Ha
pa3BUTHE KOCTEH U POCT ellje NPeJCTOUT OLEHUTD.

[IprMeHeHMe a3aTHONPHHA OT/EJIbHO B KaUeCTBe NMOoJ/ep-
YKUBAIOLIEr0 PEKUMa Y ZleTeld UMeeT olpe/ieJieHHble OrPaHHU-
yeHUA. Y 4 U3 5 6OJIbHBIX, KOTOPbIM OTMEHHUJIM KOPTHUKOCTe-
poujibl, coxpaHsiiack pemuccus [252]. LuknocnopuH A Takxke
HCIO0JIb3yeTCs B KaueCTBe aJIbTepHATHBHOI0 HH/YKIIMOHHOTO
PEXUMa, XOTS NMPEUMYIIECTB 110 CPABHEHUIO CO CTAHJAPTHOH
Tepanuei He ycTaHOBJIeHO [255]. MM® y neTeli npuMeHsieTcs
B KaueCTBe Tepaluu «CIaceHusi» PU OTCyTCTBUM 3ddeKTa OT
cTaHzapTHOro JiedeHus [253]. U3 26 manueHTOB ¢ ayTOUMMYH-
HBIM NOpa)XeHHEM NeYeHH OTBET YCTAaHOBJIEH y 18, mpuueM y
14 60/1bHBIX NPOM30IILJIA OJHAs HOPpMaIU3alHs akTUBHOCTH
amuHoTpaHcdepas [253]. UHTepecHO, YTO ¥ 6 MALUEHTOB U3
TeX, y KOoro oTcyTcTBoBas 3ddekT, umescs ACX.

Kak u B3pocsble, 1eTH JOJDKHBI ObITh 00CJI€Z0BaHbl Ha
Ha/IM4ve UMMYHHUTETA K BUpyCcaM renaTUToB A 1 B u, npu He-
06X0/IMMOCTH, BaKIIMHHUPOBaHbl [259]. Takxke mpu ycTaHOB-
JIEHUM JJUarHo3a U NpU NocaeAyoleM HabMI0JeHUH clelyeT
OLIEHHUBATh IJIOTHOCTb KOCTHOW TKaHH.

40. [Oetam c AUT B Havyane nevyeHns HeobxoaUMOo MOBLICUTb
003y KopTukocteponaos. MpuHumnel neveHns AUTy ne-
Ten B OCTA/IbHOM Takue Xe, kak y B3pocbix (11-2).

Conymcmeyrowue 3a601e8aHUS U NOHCUIOL 803pacm

B ompesiesieHHBIX IPynnax NalHeHToB TpebyeTcsa HHAUBULY-
aynv3anus Tepanuu. [IpyHuMas pelieHue o pa3paboTke cTpa-
TETUH JieyeHHsl, HeOOX0JUMO OLEHUTb HaJM4Kle CONYTCTBY-
IOIMX 3a00/IeBAaHUH B COUYETAHUU C TSKECTbIO 3a60JIeBaHHUs
W LeJIIMU Tepanuu. B 5TOM OTHOIIEHHWH MOXHO BBIJIEJUTD
HEKOTOpble KaTeropuu NallMeHTOB: C MPpU3HAKaMU OCTEOIOo-
po3a Ha MOMEHT HayaJ/la 3a60JIeBaHM, CaXapHbIM AHa6eToM
Y MeTab0JIM4eCKUM CHH/IPOMOM, COIYTCTBYIOLIMM BUPYCHBIM
renaTuToM (Hanpumep, B nan C). AHajsoru4yHO ciaejyeT 3a-
JIyMaThbCsl O CTPATErMM JIeYeHHs NMalMeHTOB, 3a60JIeBLIUX B
MOKMJIOM BO3pacTe, KOTOPble MOTYT Jlyyllle pearnpoBaTh Ha
Tepalvio U y KOTOPBIX TaK»Ke Ha0J10/1aeTCst MeHbIlle CUMIITO-
MOB B HayaJie 3aboJieBaHus [35, 44, 260].

Iloxcunoli sozpacm

Y nanueHTOB MOXHWJIOIO BO3pacTa HepeaKo HaOJIIOJaeT-
Cs1 MeHbIlle CUMIITOMOB IIpU MepBoM o6patienuu [35, 44] u
Jydile 6MOXMMHUYECKHH OTBeT Ha JiedeHue [35, 260, 261].
CyielyeT CKasaThb, YTO B IMOJOOHOM KJIMHHUYECKOM (EeHOTHIIEe
6oJiee YYBCTBUTEJILHOTO K JIeUEeHUIO 3a00JIeBaHus, [0 Kpai-
Hell Mepe YaCTHYHO, UTPAIOT POJib TeHeTH4YecKrue GaKTOphI,
B YAaCTHOCTH BbICOKasl pacClpoCTpaHEHHOCTb aseneid HLA
DR4 cpenu HaceseHus 3amaiHbIX cTpaH. CorylacHo my6JinKa-
LMY aBTOPOB O0HOTO KpynHoro neHTpa B CIIA, pacnpoctpa-
HEHHOCTb LIHPPO3a Ha MOMEHT 0GpallleHHsI 38 MeIULMHCKOH
MOMOILbIO CpeJiy aneHTOoB cTapiue 60 seT coctaBuaa 33 %.
AHaJsIorMuHBIN OKa3aTeJsb B rpyme Jjul MoJioxe 30 jieT Ha
MOMEHT MEePBOro O6paleHHs 32 MeJULMHCKOW MOMOILIbIO
coctaBus 10 % [260]. CxonHble JaHHBIE O PACHpPOCTPAHEH-
HOCTH IIMPPO3a WM BbhIpakeHHOTo pr6po3a (F3) Ha MOMeHT
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nepBoro o6paieHus ony6JrKoBaHbl B AmoHuu [261]. Y aTux
NalMeHTOB TaK)Ke OTMe4YeHa BbICOKAs PacClpoCTPaHEHHOCTh
COMYTCTBYIOUMX ayTOMMMYHHBIX 3a6osieBaHui [260, 262].
B faHHBIX HCC/Ie0BAHUAX GOJIbHBIX cTaplie 60 JeT Jeunau
CTaHAAPTHBIMH CXeMaMH C NPUMEHEHHEeM KOPTHUKOCTEpPOU-
JIOB Y a3aTHONPHHA.

Y nmanueHTOB IOXKUJIOTO BO3pacTa C HAJWYUEM LMPpO3a
WJIM BBIPQKEHHBIM BOCMAJeHHEM HepelleHHbIM BOIPOCOM
OCTaeTcsl HaJu4yue HeGOJIbLIIOW MepUnopTalbHON aKTHUBHO-
CTH C HU3KUM HUH/IEKCOM HEKPOBOCHAJUTENbHbBIX U3MEHEHU N
B 6uonTarax [263]. B 3TOM KOHTeEKCTe HesICHO, CJeAyeT JIU
3THX MALlUEHTOB JIEYUTb, 0COGEHHO NPH HAJIMYUH JIPYTHUX CO-
NyTCTBYIOLIMX 3a6oseBaHu. B uccinenoBannn 1970-x rogos
10-1eTHAA BbDKMBAaeMOCThb coctaBuia 90 % [180], xoTa B mo-
c/leflylollieM HccleloBaHUY, IPOBeJIeHHOM B KJIMHKKe Melio,
CHeKTp ucxofoB 3a 10 Jyet (Zuanas3oH 2,7-19,9 ropa) BKJIO-
YaJl MPOrpecCUpYIOILYI0 NEeYEHOUHYI0 HeJ0CTaTOYHOCTD, ac-
ut u TP [181]. ¥ aTUX nmauueHTOB C jierkoi popmoii 3a6o-
JIeBaHH4, He M0JIy4YaBIINX JiedeHHe, BEPOSTHOCTD YIy4IIeHUs
6b11a HIKe (12 vs 63 %), a 10-1eTHAA BBDKHMBAEMOCTb CO-
ctaBuia 67 % 1o cpaBHeHUIO ¢ 98 % B KOHTPOJIbHOU rpyTiIe,
nojy4aBileil edeHue [181]. OgHako cielyeT OTMETUTb, YTO
3TH UCXO/bl HAGJII0AAI0TCS JIMLIb y HEGOJIBIIOT0 YK C/Ia MalH-
eHTOB. B nccienoBanuy, nposeseHHoM B KaHaje, ycTaHOB-
JIEHO, YTO OTCYTCTBHE CUMIITOMOB Ha MOMEHT JJUarHOCTHUKU
3a60JieBaHUsA He 0O3HAYaeT XYZAIIero UCXo/a 110 CPaBHEHHIO C
M0JIy4aBIIMMH JIeYeHHe, XOTs NIPH Jla/IbHelIlIeM HabIl0ieHUH
CUMITOMBI pasBuBawTca y 25 % nanuenTos [44]. Eciu cMo-
TpPeTb NparMaTU4ecKH, TO pelleHHe 0 «GAUTETbHOM 0XH/a-
HUU» CJe/lyeT NPUHUMATb C Y4eTOM KJIMHUYECKOH CUTYaIUH.
ITH ManMeHThl JOLKHBI aKTUBHO HAOJIOAATHCH, MOCKOJIbKY
B JII060M MOMEHT MOXKET NPOU30UTH aKTHUBALMSA U PELUIUB,
WHOTJa 4epe3 JecATU/IeTHs MocJe IMepBOro MpOsiBJEHMUs.
Ecsin nokasaTenu GyHKLUY Te4eHH OCTAIOTCS U3MEHEHHbIMU
WM yXYAIIAKTCS, TO HEOOXOJUMO BbINOJHUTb MOBTOPHYIO
OGUOIICHIO TeYeHH U IPUCTYIUTB K JIEUEeHHIO.

[TanveHTaM MOXXUJIOTO BO3PACTa UJIU C COMYTCTBYIOLIUMHU
3a60JIeBaHUAMU NOAOHUPATh KOPTUKOCTEPOUIHYIO TEePAINHIO
c/lie/lyeT 0O4eHb aKKypaTHO. [Ipy OTCYTCTBUM LIMppO3a U BbI-
COKOH BEpOSITHOCTH CBSI3aHHOTO C JIeYeHHEeM KOPTHUKOCTe-
pousiaMu 0GOCTPEHHs IJIOXO KOHTPOJIMPYEMOI'O CaxapHOIo
JuabeTa, 0CTEONOPO3a, ICHX03a peKOMeH/lyeTcsl BbIGpaTh 6y-
JecoHup 9 mMr/cyt + azaruonpuH 1-2 mr/xr/cyt [193]. XoTa
3TH NOKa3aTeJd U He OIeHHWBAJIU B JOJIOCPOYHOHN Mepcrek-
THUBe, COBpeMeHHbIe NMOAX0/bl CKJIOHAIOTCS UMEHHO K TaKoH
TaKTHKe. PeKOMeH/[yeTcsl paHHssl OTMeHa KOPTUKOCTEPOU/a.

OcmeoneHusi/ocmeonopo3s

B uccienoBaHMAX € KJIACCMYECKOHM paHHEHW CTaHJAPTHOH
MMMyHocylpeccuel y manueHToB ¢ AWUI ocobble mpo6ie-
Mbl CBSi3aHbl ¢ N060YHBIMU 3)PeKkTaMu Ha POHe UCMOJb30-
BaHHUA CXeM C NPHUMEHEHHEM TOJIbKO KOPTHUKOCTEPOHJOB.
KyumuHrousHoe iuio, GblYbs Iles YCTAHOBJIEHBI NOYTH Y
50 % manueHTOB, caxapHbI fuabeT — npuMepHo y 15-20 %
[176-178,186]. I'unepTeH3us, NCUX03, Pa3BUTHE KaTapak-
TbI, OCTEOTIOPO3, CHHXKEHHE BBICOTHI TeJI TIO3BOHKOB Ha $pOHe
0CTe0nopo3a coCTaBJIsIu 0K0J10 5-10 %. HecMoTps Ha TO 4YTO
3TH sIBJIEHUsI IPU KOMOMHHUPOBAHHBIX CXeMaX HabJII0JaIuCh
pexe, pacnpoCTPaHEHHOCTb MX, TEM He MeHee, COCTAaBHJIA
noutu 5 % [176-178, 186].

[lo nMeromuUMcs oLeHKaM, OCTeONIOPO30M B MUpe CTpaZaeT
6osiee 200 MJH yesioBeK. OCHOBHOE OCJIOXKHEHHE 3TOr'0 COCTO-
SIHUS1 — TOBbILIEeHHAas! JOMKOCTb KOCTeH, YTO B MOC/IeAYIOLEM
BeJleT K CHM)KEHMIO KauyeCTBa >KM3HH, HETPYAOCIOCOGHOCTU
U CMepTHOCTH [264]. HecMOTpsi Ha TO YTO KOPTUKOCTEPOUJ-
WH/YIUPOBAHHBIN OCTEONOpOo3 HAGJI0AAETCS JIMIIb Y YacTH
JIAL] C OCTEONOPO30M, BCe PAaBHO OH MMeeT 3HauyeHHe B IJIaHe
ocsiokHeHud. HanpumMmep, y nanuenTtos ¢ AUL, koTopele nosy-
YalT HECKOJIbKO KYPCOB BBICOKHMX /103 KOPTHKOCTEPOH/IOB
(cyTouHass mo3a 15 Mr u 6oJsiee, KyMy/lsITUBHas Ao3a GoJiee
1 1), cyllecTBEHHO MMOBbILIAETCS PUCK NepesioMa [265]. 3xech
MMeeTcs GOJIbLION MPOCTOP AJIs MPUMEHEHUs Mep MpoduIIaK-
TUKH. KpoMe TOro, HecMOTpsi Ha MHOTOYHC/IEHHbIE IaHHbIE B
OTHOIIIEHWH BJIMSIHUSA Ha COCTOSTHME KOCTHOM TKaHH, B CIIIA u
EBporne TosibKO 5-62 % nanueHTOB, NPUHUMAIOIIUX KOPTHKO-
CTepPOU/b, OTYYAIOT HEOOXOAUMYIO TPOPUIAKTUKY [266].

B 2003 r. omy6yMKOBaHbl COBMECTHblE pPEKOMeEH[a-
MU AMepHUKaHCKOW KOJUIETMHM TracTpoaHTeposioroB (ACG)
U AMEepHKaHCKOM TaCTPO3IHTEPOJIOTMYECKOH acCOLUaluu
(AGA), B KOTOpBIX OTpakeHa HEOOXOAMMOCTb H3MeHEHHS
ob6pasza >KM3HH, a TaKXe MPUMEHeHUs MeJUKaMeHTO3HOU
Tepalnuy, BKJOYas NpenapaThbl Kajblus, BUTaMuH D, 6uc-
docdoHaThl, A9 NPOoPUIAKTUKH U JIeYeHUs O0CTeonoposa y
MalMeHTOoB, AJUTeJbHOe BpeMs MOJIy4YalolUX KOPTHUKOCTe-
pousnl [267]. [I[puMeHeHNE 3TUX peKOMEHJAUUH Y GOJBbHBIX
HB3K no3BoJisieT BbISIBJASTh OCTEONEHUI0 U OCTEONOPO3 /0
Havasa crnenrduyeckoi Tepanuu y GOJBIIMHCTBA MallUeH-
TOB raCTPO3HTEPOJIOTMUECKOr0 NPOQUIS, COOTBETCTBYIOLIUX
peKOMeH/I0BaHHbIM KPUTEepUsIM JJi1 JBYXPOTOHHOH peHT-
reHoBCKOU abcopbuuomerpuu (JPA) [268]. UHTepecHO, 4TO
OIleHKa aHaJIOTUYHOH CTpaTeruy B raCTPO3IHTEPOJIOTUYECKHUX
Y rellaToJI0THYeCKUX LeHTpax TpeTbed ctynenu CIIA cBuze-
TeJbCTBYET O TOM, YTO BpayM 3THUX LIeHTPOB yallle BCEro pe-
KOMEeH/YIOT IpenapaThl AJ15 YKpeIeH!s KOCTel, U3MeHeHUs
o6pasa xxu3Hu uiu [IPA nauuentam c AUL, HB3K, kypuabiu-
KaM, JIMLlaM ¢ 3a60JieBaHUEM IeYeHH WJIM OCTEOIOPO30M U
ocTeoleHHel B aHaMHe3e. [I[ppuMevaTesbHO, YTO B JAHHOM HC-
CJIe/JOBAaHUH YCTAHOBJIEHO, YTO MMEBILNUMICSA paHee MePesoM,
NMPEeKJOHHBIM BO3pacT, NpUMeHeHHe KOPTUKOCTEPOUJOB U
HU3KUN UHJEKC MacChl TeJla He KOPPeJUpOBald C peKOMeH-
JalusMU Bpayel crnenyajiu3upoBaHHbIX LIEeHTPOB [269].

C mpaKTHU4eCcKOW TOYKH 3peHHs U B COOTBETCTBMH C IIpe-
JABIAYIIMMH PeKOMeHJAlUAMH, OTHOCAIMMHUCA K XOJIecTa-
THYECKUM 3a00JieBaHUSIM IeuyeHU U ocobeHHo [1BIl, onenka
MHHepaJbHOU MJIOTHOCTH KocTel ([IPA) y 601bHbIX AUT ciy-
KUT LIeHHBIM CpPeJICTBOM /[iJIsl BbIOOpaA JiedeHUsI U B HAease
Jl0/DKHA IPUMEHATbLCS y BCeX NMallMeHTOB C BIepBble AUarHo-
crupoBaHHbIM AUTL. Kpome Toro, B TeueHue 1-5 jieT Heo6xo0-
JIMMBbI KOHTPOJIbHbIE 06C/IeJOBaHUSA B 3aBUCUMOCTH OT UCXO-
Jla ¥ 06I1lero prcKa oCTeoNnopo3a, XOTs KOHKPETHBIX JaHHBIX,
MOJTBEPXKAAIOLUIMX 3Ty peKoMeHJalyio, HeT. [IpuMeHeHUe
npenapaToB Kajblidsl U BUTaMUHa D mogpaepkuBaeTcs pe-
3yJIbTaTaMU 3MHUAEeMHOJI0TUYeCKUX UCCIeJ0BaHUH € loKa3aH-
HBIMH CHMKEHUEM HJIM 06paTHUMOCTbIO eCTeCTBEHHOU yTpa-
Thbl KOCTHOW TKaHH, XOTA HUCCJIeIOBAaHUH, MO TBEPK/JAI0IINX
WJIM ONpPOBEpraruiyMx 3TU NpeJJiodKeHus npu jedyeHuu AUIT,
He NPOBOAMJIOCH; O6IIMe MPUHIMIBI TOPMOHAIbHON 3aMe-
CTUTEJIbHOU Tepanuu 3$eKTUBHBI y 60IbLUIMHCTBA XKEeHIIUH
B MocTMeHonay3e. UMeloTcs pe3y/bTaThl HCCIe[0BaHUH, 110-
KasbIBalolye 3¢p¢deKTUBHOCTL OuchochoHaToB (0COGEHHO
aJIeH/IpOHATA), 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-
LMEHTaM, NoJy4aloLLMM KOPTMKOCTEPOUOHYIO Tepanmio,
HeobxoAVMO NpyHUMaTb BUTaMuH D 1 npenapatsl Kasb-
umsa (11-2).

pr,LlHOCTI/I JiedeHUus

CraHzapTHOe JedyeHUe 3P PEeKTUBHO y GOJNBLUIMHCTBA, XOTS
Y He y BCeX, NallueHTOB. [laxke IpU HaJIU4UM 3P deKTa y na-
[IMEHTOB Pa3BUBAIOTCS NMOOGOYHbIE SIBJIE€HHUS, CBA3AHHbBIE C
JledeHHeM. B 3aBHUCMMOCTH OT NpHUMeHAEeMbIX KpUTepHeB
pemuccuu (MOJHBIA OTBET C HOPMaJbHOW AaKTHBHOCTHIO
aMUHOTpaHcdepa3, HOpMaJM3alus YPOBHS HMMYHOIJIO-
O6yJMHAa M HOpMaJbHasl THUCTOJIOTHMYecKas KapTHHa JIM60
TOJIbKO GMOXUMHYeCcKass HopMaJu3alnus) MUHUMYM y 10-
15 % manueHTOB HAGJII0AeTCA YCTOWYMBOCTD K CTAHJAPT-
HOMY JIe4YeHHIO KaK CJIe/[CTBHe HeCOOII0/|eHUS, HEMIOJHOTO0
CO6JII0/IeHNs peXXUMa Tepanuu J1b6o B pe3ysbTaTe UCTHH-
HOH ycToHuyuBOCTHU. 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/€BaHUA MOTYT OTPaHUYUTH BBIGOD
BapHaHTOB JIeUeHUs U TeM CaMbIM NOBJIUATH HAa 3P PeKTUB-
HOCTb TepanuH.

BuoxuMuyeckuil 0TBeT Ha CTaHAAPTHYI0 UMMYHOCYIIpec-
cHUI0 — 06s13aTe IbHbIM KPUTEPHUI, 4aCcTO OH pacCMaTPUBAETCs
KakK JIOTIOJIHUTe/IbHBIN AUarHOCTUYeCKUH Nnpu3Hak. [loaTomy
P OTCYTCTBUHU 3ddeKTa claefyeT OLeHUTh MPaBUIbHOCTD
MIOCTABJIEHHOI0 JMarHo3a U Co6JII0leHHe PeXUMa JIedYeHHs].
[ToHsITME «OTCYTCTBHE OTBeTa Ha JieyeHHe» Y MALUEeHTOB C
AWI' He uMmeeT 4yeTKOro onpegesneHusa. OTcyTcTBUEM OTBeTa
clefyeT CYUTATh OTCYTCTBUE CHMXKEHHUS aKTUBHOCTHU aMHU-
HoTpaHcdepas Gosiee yueM Ha 25 % uepes 2 Hegn. C AUT mo-
I'yT ObITb CXOAHBI MHOTHeE 3a60sieBaHUA: 60/1e3Hb BUIbCOHA,
HACT, JITIIT v atunuunble popmbl [1CX wiu [1BL] (BapuaHTHBEIE
CUHAPOMBI). DTH 3ab0JieBaHUs MOTYT OKa3aTbCsl Hepacnos-
HaHHBIMM NpU 06pallleHHWH NMallieHTa K Bpady, T03TOMY NpH
OTCYTCTBUM OTBeTA Ha JIeYeHHe UX ClelyeT 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-
YyaToMy JiedeHHIo (BTopuuHas HeadpdeKkTUBHOCTB). HakoHer,
c TedyeHUeM BpeMeHHU Ha AU MoryT Hak/aZbIBaTbCa ApyTryue
3a60JIeBaHUsI U COCTOSIHUSI, HalpUMep BUpyCHasl MHQeKL s,
no6o4yHble 3 EKThI JTIeKapCTBEHHBIX CPEJICTB MM XKUPOBast
JUCTpodus neyeHu.

Omcymcmeue omeema Ha s1ieYyeHue

CrnesyeT paccCMOTpETb pas3/IMYHble CTENEHU OTCYTCTBUSA OT-
BeTa: MOJIHOE OTCYTCTBHe (Heyjauya JiedeHHs) C TAXKeJbIM
COCTOSIHMEM WJIM 6€e3 Hero v HeloJIHbINA (YJaCTUYHBIN) OTBET,
06yC/I0BIMBAIOLMHA HE06X0AUMOCTb HHANBU/yaIM3alU1 Te-
panuu. Y nauveHTOB C HENOJHBIM OTBETOM, HECMOTPSI Ha MO~
BTOPHOE MOATBEPXK/EHHE JUarHos3a U cobJII0/leHrue pexuMa
JIe4eHUs], CJIe/lyeT NMOBBICUTD /103y NPeJHMU30JI0HA U a3aTHO-
IPUHA WX Ha3HAYUTh Jpyrye npenaparsl.

Heydaua sevyeHus
A. C TsaKeJIbIM COCTOSIHUEM

Oco6eHHO TPYAHBIN BapuaHT — TsKeJsloe OCTpoe Hava-
J10 3a6os1eBaHUsA. [leCTBUTENBHO, HeyAaua JieueHus 60-
Jlee BepOsiTHA y MALEHTOB C MOJIHUEHOCHBIM TeYeHHU-
eM 3a6oJieBaHuA. K coxkasieHM10, B IMTEPAType UMeeTCs
MaJlo MyOGJIMKaLMH, KacalolMXCs MallMeHTOB C OCTPbIM
TspKesbiM AWUDT mpu nmepBoM o6paiieHuu. Yaiie Bcero
3TO ONHCaHHEe OTAeJbHBIX CAy4yaeB WJHU HeGOJbIINX
IpyNI NalMeHTOB C Pa3IMYHbIMU KPUTEPHUSMH BKJIIO-
yenus [42, 206,272, 273]. B pe3ysnbTaTe ocTaeTcs Hesic-
HBIM, CJIe/lyeT JI 3TUM 60JIbHBIM NPOBOJUTD MPOOHYIO
Tepanuio KOPTUKOCTEPOUAAMH, JTU6O0 UX CIeyeT BHO-
CUTb B IPUOPUTETHYI0 odepeab s TII, 1160 Beimo-
HATb U TO U JIPYTO€; a ecJM HayaT NpHeM KOPTUKOCTe-
POUIOB, TO KaK U 4yepe3 KaKoe BpeMs cJeJyeT JesaTb
BBIBO/, 0 HeyZlaue MeINKaMeHTO3Ho! Tepanuu. Tak nau
WHaye, IPOrHO3 y 3TUX NAllUEeHTOB He6IaronpUsTHBIMH.
06masg cMepTHOCTb cocTaBjsieT 19-45 %, a yacTtoTa
norpe6Hoctu B TII — ot 9 g0 81 %. Camoe KpymnHoe
Hccie/joBaHMe ObLIO NMpOBeJieHO B Besnko6GpHTaHUU.
B HeM ydacTBoBaJo 32 MalHeHTa C OCTPBIM TsKeJsbIM
AUT ¢ MHO (MexayHapoZiHOe HOpMaJIM30BaHHOE OTHO-
menHue) = 1,5 6e3 rUCTOIOTMYECKOTr0 MOATBEPXK/IEHUS
nuppo3a [272]. 23 nanueHTa MOJIy4aau KOPTHKOCTe-
pouasl (< 40 mr/cyt), 10 (48 %) U3 HUX HYXKJAJTUCH B
TII. OcTanbHble 9 GOBHBIX, HE MOJyYaBIIUX KOPTUKO-
crepounl, Hyxgaaucs B TII (p = 0,01). ¥ mauueHToOB,
He I0JIy4yaBIIUX KOpTUKOCcTepousbl, MHAekc MELD Ha
MOMEHT YCTaHOBJIEHUS AMArHO3a 6bUI BhILE. Y HUX Ha-
6J110/1a/10Ch CTaTUCTHYECKU He3HAuYMMOe yMeHblIeHHe
3MH30/I0B CEICHCA, XOTA PA3JUIUN MeXAy MalnueHTa-
MU, NMOJY4YaBUIUMHU U He NOJIy4aBLUIMMH KOPTHKOCTe-
pOUABL, MO YAacTOTe Pa3BUTUSA Cellcuca UJIHW CMepTHO-
cTU He 6b110. Cpesu GOJIbHBIX, NOJYyYaBLUIUX JIeYeHUeE,
nHjexkcel MELD y sinn ¢ appeKTUBHOCTbIO JIeueHUs
He OTJINYAJIMCh OT TAKOBBIX Y NMaLlMEeHTOB C HeyAaden
JledeHHud. 2 NalMeHTa ¢ NPU3HaKaMu [Ie4eHOYHOH 3H-
nedasonaTuu GbLIM H36aBJEHbI OT HEO6XOAUMOCTH
TII 3a cueT npUMeHeHUs] KOPTUKOCTEPOUZ0B. YMepJio
6 (19 %) 60/BbHBIX, BCe MOC/e TPaHCIJIaHTauuu. TakuM
o6pa3oM, MMewllMecs JlaHHble CBUJIETENbCTBYIOT (C
O4YeHb HU3KHUM YPOBHEM J[0Ka3aTeJbHOCTH) O TOM, YTO
BCEM MalMeHTaM CJeJyeT KaK MO)KHO paHblle IPOOHO
Ha3HAYUTb KOPTHUKOCTEPOUbl B JOCTATOYHO BBICOKOH
no3e (> 1 Mr/kr), iy4lie Bcero BHyTpuBeHHoO [275]. [Ipu
3TOM He cJiefyeT 3a6blBaTh O pUCKe UHPEKIUH U Neve-
HOYHOW HEJIOCTATOYHOCTH U, BO3MOXKHO, NPOPHUIAKTH-
YeCKH IPUMEHSATb aHTUOMOTUKH U IPOTUBOTPUOKOBbBIE
npenapatbl [206]. TIl pekoMeHAyeTCcsT pacCMaTPUBATh
KaK aJbTepHAaTUBY MeJUKaMeHTO3HOM Tepanuu, XoTs
ONTHMaJIbHble CPOKH ee BbINOJHEHUs] HeU3BeCTHBI.
HecmoTpsa Ha To 4yTo nopor Hea$peKTUBHOCTH Jieye-
HUS He omNpefiesieH, YCTAHOBJIEHO, YTO OTCYTCTBHE B
TedyeHHe HeCKOJIbKUX JHeH MMOJI0KUTeIbHON JTUHAMHUKH
M3MEeHEeHHs YPOBHSA OUIMPYyOUHA B CBIBOPOTKE, HH/EK-
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 abTep-
HaTHUBHBIX BAPUAHTOB JieueHus, BKatovas TII [204].
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b. Be3 Tsxes10ro cocTOAHUA

Y Apyrux manyeHTOB Heyjadya JiedeHHs] MOXKET ObIThb
onpejie/ieHa KaK OTCYTCTBUE YJyYIeHHWs WJIW MUHU-
MaJlbHOE YJIydllleHHue KJIMHMYECKUX W JIabopaTOPHBIX
IoKasaTeJsiel CIyCTs HEeCKOJIbKO HeJleslb CTaHAapTHOH
Tepanuy, HO 6e3 eYeHOYHOH HeJJoCTaTOYHOCTH. OueHb
penko (< 5 % ciyyaeB) GbIBaeT, 4YTO NepBOHAYATbHBIA
JINarHo3 W COOJII0JieHHEe PEeXHMa JIeYeHHs] MOATBEpX-
natotcs. [Ipy HecoGIII0jeHUN peXUMa JiIedeHUsT WU T10-
JI03peHHNH Ha U3MeHEHHbIH MeTab0JIM3M a3aTHOIpPHHA
pPEKOMEeH/yeTCsl ONpeJesIATh AKTHUBHbIE MEeTaGO0JIUThI
6-TTH, xoTa ux uesneBoil guanasox npu AUT He onpeze-
JieH. OGBIYHO PeKOMEH/IyeTCsl HCMO/b30BaTh TAKOH ke
MoKa3aTeJIb, Kak pu 6os1e3uu Kpona, — 235-450 nmosb
Ha 8 x 108 apuTpouuTos [276, 277]. HeaBHO 66110 yCTa-
HOBJIEHO, 4TO KOHUeHTpauusa 6-TTH > 220 nMosb Ha
8 x 10° spuTpouuTOB KOppeaupyet ¢ pemuccuein AUT
[278]. TTaunenTam 6e3 adpdeKTa JiedeHUsT UIU C OUYEeHb
MeieHHbIM 0TBeTOoM AASLD 1 BSG 06bI14HO peKoMeHy-
0T (Ha OCHOBAaHMH HEMHOTOYMCJIEHHBIX JaHHbIX [207])
MOBBICUTD /103y NpeHU30(J10)Ha 0 60 Mr/cyT (B Teue-
HMe MUHUMYM 1 Mec.) U a3aTHONpHUHA A0 2 MI/Kr/cyT
[34, 40]. Knunuveckre u JlabopaTopHble MOKa3aTead
MOT'YT Y/Iy4IIaThCsl, HO Y GOJIbLIIMHCTBA NAllUEHTOB OCTa-
€TCs PUCK CBA3AHHbIX C JIedeHHeM NM0604YHbIX 3P PeKTOB
Y/niv nporpeccupoBanus 3a6osieBanus [207]. B ciyqae
HCTUHHOTO OTCYTCTBHSI OTBeTa MOXET NMOTpe6oBaThCs
JpYyrol BapuaHT UMMYHOCyIpeccud (cM. jajee). ITUX
MAIlMEHTOB CJIe/lyeT KaK MOXKHO PaHblile NIPOKOHCYJIbTH-
pOBaThb y BEICOKOKBa/IMUIIUPOBAHHbIX CIIELIUAINCTOB.

HenosHbili omeem

HenosHbIM OTBETOM CYMTAETCS HaJMYHMe HEKOTOPOro yJIyd-
IIEHUS] KJIMHUYECKUX, GUOXUMHYECKUX W THCTOJIOTMYECKHX
NoKasaTeJsiel, Ho 6e3 JOCTIKEeHUs [I0JIHOTO pa3pelleHus Mpo-
necca. K 3TUM NposiBJIeHUAM OTHOCATCA BbICOKasd aKTHUBHOCTD
Ne4YeHOUYHbIX (EPMEHTOB WM Ha/Myhe IepUIIOPTaJIbHOTO
renaTuTa B GUONCUMHHOM MaTepuase Ha (pOHe HOpPMasbHBIX
nokasaTesied QyHKIUY NeyeHU. YYUTbIBas BO3MOXKHOCTb He-
COGJIIOJIEHUs] PeXKMMa MallMeHTOM, ONTHMaJ/lbHasl CTpaTerus
HesiICHA. Y HEeKOTOPbIX GOJIbHBIX, MOJy4YaMLUX JedeHHe Ha
OCHOBe 6y/IeCOHN/Ia, ITOT Npemnapar (B Jo3e 9 Mr/cyT) He obe-
CrieyuBaeT MH/YKIUIO U/WUIH TIOfiepKaHUe PEMHUCCHY, 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, MOJIyYalIIUX NpesHU30(JI0)H,
MOBBIIIATH €ro0 03y /10 60s1ee 10 Mr/cyT B Te4yeHHe JJIUTEb-
HOI'0 BpeMeHH OOBbIYHO He PeKOMEeHAYyeTCs M3-3a MOOOYHBIX
3ddekToB [40]. Bosiee mpuBIeKaTebHBIM BAPUAHTOM CJIY>KUT
MOBBIIIEHUE 03bl a3aTHONPHUHA A0 2 Mr/Kr/cyT (mo3a ajs
npopUIaKTUKU peluiiBa 6e3 KOPTUKOCTepou/0B [222]) B co-
YyeTaHUH ¢ npeAHU30(J10)HOM 5-10 Mr/cyT. MOXKHO IPUMEHSATH
U Zpyrve UMMyHOZeNnpeccaHThl (cM. jJajee). HesaBucumo ot
HCIIOJIb3YeMOM CXeMbl, peKOMEeH/IyeTCs TOBTOPUTb GHOICHIO
nedeHu cnyctsa 18-24 mec. [40]. UpeanbHbIH nOKasaTesnb B
BH/le NTOJIHOH GUOXMMHUYECKON M IMCTOJIOTMYEeCKOH peMUCCUU
y HEKOTOPbIX NMalMEHTOB MOXXET 0Ka3aThCs HEJOCTHIKUMbIM,
M03TOMY LieJIbI0 JIeYeHHs JIOJDKHO ObITh MaKCMMaJsIbHO BO3-
MOXXHO€ CHIKEHHe aKTHUBHOCTH Ie4eHOYHBIX QEepPMEHTOB C
MHHUMYMOM 10604YHbIX 3¢ dekToB. HecMoTps Ha oTCyTCTBHE

YeTKOr0 MOPOroBOro 3Ha4eHHUs aKTUBHOCTH aMMHOTpaHCcde-
pas, CYUTAETCsl, YTO JiedeHHe JJOJDKHO 06ecredyuBaTh CHUXKe-
HHE 3TOTO MokKasareJsis 1o He 6osiee yeM 3 x BI'H. Cuurtaercs,
YTO TaKHe NO0Ka3aTesU CBs3aHbl C MEHbIIEH BEPOSTHOCTHIO
pasBUTHSA arpecCHBHOrO NEPUIIOPTAJIbHOTO r'enaTUTa U Mpo-
rpeccupoBaHus 3a6osieBanusd [212, 280]. B c/ioxKHBIX cydasx
6oJsiee HaJIEXKHBIM T0Ka3aTeJeM YCNEIHOCTH JIeYeHUsI MOTYT
CJIY>KUTb I'MCTOJIOTHYECKHE KPUTEPUH CHIXKEHHsI aKTUBHOCTH
3a6osieBaHus (Hanpumep, MAT < 5/18).

A/zbmepHamueHble JIeKApCMe€eHHble cpeacmea npu
HeyaOG./lemSOleme./leO.M omeeme

CoBpeMeHHble BapUaHTbl BTOPOH JIMHUHA UMMYHOCYTIPeCCUBHOMN
Tepanuu BkaoyaroT MM® u UKH (4uK/I0CIOpUH WK TaKPOJIU-
Myc). MHOrHMe nmpenapaTsl y»ke NIPUMeHSJIMCh C pa3/IMYHOM CTe-
MeHbIO YCIexa, HO HY OJJUH U3 HUX He MU3y4aJsiCs B PaHJOMHU3H-
POBaHHOM KJIMHUYeCKOM HcCCJefloBaHuu. [I[piMeHeHre UX NpU
AWT" ocHOBaHO MIaBHBIM 06pPa3oM Ha 3KCTPAIOJISIUK OIbITA
rcnoJsib3oBaHus npu TII. OcHOBHOe IperMy1ecTBO 3TUX IIpena-
paToB — MOIIHOE U GbICTPOe UMMYHOCYTIpECCUBHOE JIeHCTBUE,
HO 3TH INpenapaThl 06J1aal0T CBOUMH COGCTBEHHBIMM 110604-
HbIMU 3¢ deKTaMHU: rMIepTeH3HUs, HapyLleHne QYHKIMH M0YeK,
caxapHbIH A1abeT, rTUNepJunuieMus U HeBpPOJIOrMYecKue Hapy-
wenus y UKH; nuapes, iefikonenus u TepaToreHHoe JelicTBre
y MM®; nosrocpoyHoe NMoOBbIIIEHHE PUCKA PAa3BUTHS 3JI0Kaye-
CTBEHHBIX OIyxo0Jiel y 06oux npenapatoB [281]. K coxaneHuto,
nMerolyecs: GakTbl 0 IPUMeHeHUH 3TUX penapaToB npu AUl
IJIaBHBIM 06pa30M OCHOBaHbl Ha HEOOJIBIINX, NPEUMYLIeCTBEH-
HO PeTPOCNEKTUBHBIX, aHa/IM3axX OT/e/bHBIX Cly4YaeB, HHTEp-
IpeTayuy pe3y/bTaTOB KOTOPbIX MellaeT pPa3sHOPOAHOCTb
OIIEHKHU MCXO0/I0B, BApUabeIbHOCTD J103 U TIOKa3aHUH K Tepanuu
(oTcyTCTBME OTBETA UJIU HENIEPEHOCUMOCTb ).

MM®

MM® — wuHru6utop uMHO3MHMOHOOChATa, MOJABJISIOUINN
nposmdepanuio kak T-, Tak 1 B-numdornutos [45]. B xoze pe-
TPOCNEKTUBHOI'O0 HEKOHTPOJIMPYEMOrO UCCJIeL0BaHUS U3y4a-
sau posb MM® (1,5-2r1/cyT) BKOMOUHALMH C IPEeJHU30I0HOM B
KadyecTBe Tepalyuy epBoi IMHUM y 59 nanueHToB ¢ AU, panee
He MOJIyYaBIIHX JIeYeHHs. YCTaHOBJIEHO, 4TO y 88 % 60JbHBIX
Ha6JII0/ja/ICs OTBET Ha JieueHHe (HopMau3anus aKTHBHOCTH
aMHHOTpaHcdepas ¥ ypoBHSA Y-IOOYAUHOB), y 37 % — pe-
Muccusi 6e3 NpefHU30J0HA. TspKesble M0604YHble 3GEKThI
MOCJAY>KUJIW NPUYUHOW oTMeHbl MM® TosbKO B 2 ciy4asix
[45]. XoTst 9TH pe3ysbTaThl U BBIMVIAAAT 06HA/[€XKUBAIOIHUMHY,
HE0OX0JMMO W3Y4YUTb [JOINOJHHUTE/bHbIE JJaHHbIE, BKJ0Yas
TUCTOJIOTUYECKUH HCXOJ, M TOJIBKO IIOTOM PEKOMEH/I0BaTh
MM® B kauecTBe a/JIbTepHAaTUBHOM Tepanuu nepBoi uHUMU. B
psifie cTaTel ony6/IMKOBaHbI Pe3ysbTaThl NpruMeHeHUss MM®
y HALMEHTOB C HENIEPEHOCUMOCTbIO a3aTHONIPUHA WM 6€e3 J10-
CTaTOYHOTrO OTBETA Ha 3TOT Npenapar. B 6o/ibmnHCTBe Hcce-
noBaHud MM® mpumeHsIU B 103e 2 I'/CyT, pa3fieJleHHOH Ha
JiBa mpuema. HecMoTps Ha Xopolyio nepeHOCUMOCTb, TOYTH
y !/, manuentoB MM® npuuiioch OTMEHUThb BCIEJCTBHUE M0~
604yHbIX 3pPekToB [282]. B cayyae HemepeHOCUMOCTH a3aTH-
onpuHa MM® npexcraBisieTcs 3G PeKTUBHOM albTepHAaTUBON
c yactoToil oTBeta oT 43 (12/28) no 88 % (8/9) [283, 284]. ¥
B3pOCJIbIX C pedpaKkTepHbIM 3a60JieBaHHEM 3)GEKTUBHOCTD
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KiinHu4yeckue pekoMeHJaluu

HaMHOT'0 HIKe: 6GMOXMMHUYecKas peMHUCccHs HabJrojanach y oT
0(0/12) 1o 25 % (2/8) naureHTOB, XOTS y/Iy4llleHHe GUOXUMU-
YeCKHX [I0Ka3aTesleld U CHH)KEHHUE TIOTPEOHOCTH B KOPTHUKOCTe-
pouziax YCTaHOBJIEHBI Y GOJIBIIMHCTBA MaLUEHTOB [283, 284].
Y nerelt pe3ysnbTaThl 6oJiee GJIarONpUSATHBIE: YaCTOTA OTBETA
cocraBusa 67 % (14/20) [253]. CnrenyeT yuuThiBaTh, 4T0 MM®
MPOTUBOIIOKA3aH NPH 6epeMeHHOCTH, O3ITOMY y NallUeHTOK
bepTUIbHOrO BO3pacTa MOTEHIHMAJbHO NPEJIOYTUTEbHBI
Jipyrue npenaparsbl.

HKH

B HeCKOJIbKHUX CTaTbfX C ONMCAHHWEM OTAEJBbHBLIX C/Iy4yaeB
orMedeHa 3pdpexkTuBHOCTb UKH mpu seyeHnn manueHToB C
pebpakTepHbIM 3a6oJsieBaHHeM. O/lHAKO OKa3bIBAeTCs, YTO
ecnu Hayarto JiedeHne UKH, To nmpakTH4ecKHM HEBO3MOXKHO
MOCTENEHHO OTMEHUTD 3TH IpenapaThl.

A. lluksocnopuH

OnpIT NpUMeHeHHUs LUKJOCNOpUHA A aedyeHus AUT
y ZieTell CBs3aH C MCMOJIb30BaHUEM 3TOr0 INpenapaTta
B paMKax OCHOBHOW Tepanuu TsKeJIoro 3a60JieBaHUs
WU [J1s1 1POPUIAKTUKU NO060YHBIX 3$EKTOB KOPTHU-
KOCTepOU/I0B. B my6/iMKanusax HeM3MEHHO OTMe4aeTcCs
BbICOKasA 3P PEKTUBHOCTD C YACTOTOH GMOXUMHUYECKOTO
otrBeTa oT 84 10 100 % [225, 256, 285]. /laHHBIX 0 IPH-
MeHEeHUH LUKJIOCIIOPUHA Y B3POCJIbIX € pedpakTepHbIM
AWl HaMHOTO MeHbllle, TEM He MeHee II0Ka3aHa paBHO
BbICOKasl yacToTa 6uoxuMuyeckoro orseta (= 80 %)
IPH UCII0JIb30BaHUU A03bI 2-3 MI/Kr/cyT (JaHHbIE My-
GJIMKaLUU ¢ onmrcaHueM 3G PEeKTUBHOCTH JIeYeHUS MaK-
cuMyM 6 mauueHToB) [286, 287]. OZHAKO KOJIMYECTBO
poJiedeHHbIX NMAallUEHTOB HEBEJUKO, O JIOJITOCPOUYHbBIX
pe3yJsibTaTax He COO6IaeTCs.

B. Takposinmyc

KapTuna nprMepHo Takad »xe. TakpoJIMMycC penMylie-
CTBEHHO NPHUMEHSIJIM B KaueCTBe TEPAIMM «CIIACeHHUI»
B l03e 1-6 Mr/cyT B HEGO/IBbIIMX IPyNINax MalMeHTOB C
MaKCHUMaJ/IbHbIM KOJIMYeCTBOM Y4acTHUKOB 13, 1160 B
My6JIMKaLUsAX ONMCAaHbl pe3y/lbTaThl OTAEbHbIX HabJII0-
neHuit [288, 289]. B caMoM KpymHOM O/IHOIIEHTPOBOM
UCC/IeJOBAaHUHU C y4acTHeM GOJIBHBIX C pedpaKTepHbIM
AWl uiy HenepeHOCUMOCTBIO JPYTrUX MMMYHOCYIIpec-
CUBHBIX IpenapartoB y 12 u3 13 y4acTHUKOB IIpU HC-
[0JIb30BaHUM TaKpoJUMyca (CpefAHMM MHUHHMMaJbHbIN
YPOBEHb B CBIBOPOTKe 6 HI'/MJI) JOCTUTHYyTa HOpMaJu-
3anus nokasaresiedt GyHkiuu nedenu [290]. [lo gaHHBIM
JIpyroro LieHTpPa, TAaKPOJIUMYC oKa3zascs 3pPeKTUBeH y 7
13 9 nanueHToB C TKebIM pedpaxkTepHpiM AUT [204].
TakyM o6pa3oM, UMeloLMecs JaHHble CBUJETEIbCTBY-
I0T 0 TOM, YTO TaKpOJIMMYC IoKa3as 0O6HajexHUBalolre
pe3yJsbTaThbl NpU JiedeHUH peppakTepHoro AUT; kpome
TOTO, 3TOT IIpenapar npejACTaB/IsgeTcs 6€30MaCHbIM, XOTS
BCe OIy6/JIMKOBAHHbIE PA6OTHI XapaKTePHU3YIOTCS KOPOT-
KHUM I1epUO/IOM HAOJIKO/IEHUS.

Jpyaue umMmyHomMo0yasamopbwl
OnucaHbl OT/e/bHbIE CAy4au, B KOTOPbIX yCTaHOBJIeHA 3¢-
bEKTUBHOCTh JIPyTMX IpenapaToB, TaKUX Kak LHUKJI0dOCc-

damup (1-1,5 mr/xr/cyt) [291], meToTpekcar (7,5 mr/Hex,)
[292], putykcumab (1000 mr yepe3 2 Hep.) [293], unIUK-
cumab (5 mr/kr B geHb 0, yepe3 2 U 6 HeJ., 3aTeM KaxK/ble
4-8 HeJ. B 3aBUCUMOCTH OT JIABOPATOPHBIX MOKa3aTesel U
KJIMHUYeCKoro TedeHus) [294]. AHTuTesna K daxkTopy He-
Kpo3a OIlyXoJIed TaK)e CIOCOGHbI HMHJYLMpPOBAaTbh HMMY-
HOOIOCPeJJOBaHHOE TOpa)keHHe INedeHH, Mmoxoxee Ha AUT
[295, 296]. O npuMeHeHUH U 3QPEKTUBHOCTH CHPOJINMYCA
M3HaAya/IbHO 1IJIa pe4Yb B KOHTEKCTE MOCTTPAaHCIJIAaHTAL[UOH-
Horo AUT [297], a 3aTeM B KOHTeKCcTe pedpakTepHoro AUT
6e3 TpaHCIUIAaHTALMKU (MeJHaHa MUHHUMaJbHOW KOHLEHTpa-
uuu 12,5 Hr/mun): ycToHuMBOe CHMDKEHHe aKTUBHOCTH ANAT
> 50 % HabJsr0Aan0Ch y 4 U3 5 MALlMEeHTOB, B T. Y. Y 2 aKTUB-
HocTb ANAT HopMasinzoBasack [298]. K ocHOBHBIM mo6o4-
HbIM 3d(deKTaM CHPOJIUMYyca OTHOCSTCS THUIEPJIMUINJEMUS,
NPOTEHUHYPHUS U OTEK, XOTS OTHOCHUTEJNBHO 6JIarONpPUsSTHBIH
npo¢u/ib 6e30MaCHOCTH JJAHHOTO Npenapara JesaeT ero Jo-
GONBITHBIM BapHaHTOM. /[laTb Kakue-JM60 ybGeAuTesbHbIE
peKoMeH/lalMy Ha OCHOBaHHUH CTOJIb Ma0i BbIGOPKH HEBO3-
MoxkHO. CieiyeT yYUTBIBaThb, UTO G0Jiee BhIPYKEHHAs] HMMY-
HOCYIIPECCHS CBsI3aHa C TSKEIbIMUA HHQEKIIMOHHBIMH 0CJI0XK-
HEHUSIMU, 0COGEHHO Y MAlMeHTOB C LUPPO30M [294].

[IpyHATHE pelleHUs OCHOBAaHO Ha CJIOXKUBILIEHCS Npak-
THKe, TshkecTH AWT 1 oco6eHHOCTAX nanueHTa. MMerouuecs
$aKThI He TO3BOJIAIOT PEKOMEH/J0BaTh KaKOH-JTM60 KOHKpET-
HBbIH NpenapaT BTOPOH JIMHUM TOMY WJIM WHOMY NALUEHTY.
TakuM 06pa3oM, NpUMeHeHHe 3THUX 3KCIepHMEHTaJbHbIX
NpenapaToB TepaNuu BTOPOH JIMHUU JIOJDKHO OBbITh MOJKpe-
[IJIEHO MHEHHUEM OIIBITHOTO CIelHaancTa. B nesowm, eciu Ha-
4yaTo JieueHHe HeCTaH/JAapTHBIMU CPEeJICTBAMHY, /103bl IIPUHHU-
MaeMbIX UIMMYHO/Ie[IPECCAaHTOB He MEHSAIOT (3a UCK/II0YeHHEM
nepexoja ¢ azatvonpuHa Ha MM®), nocTeneHHO yMeHbIuas
[0CJIEe JOCTHXKEHUS OTBETA.

42. [lpy Heo6X0AMMOCTU NPUMEHEHNS BbICOKUX 03 KOPTU-
KocTeponaos (> 20 Mr/cyT) B TeHEHNE ASITENBHOMO Bpe-
MEHU NleYeHne cnepyet onTMMM3NpoBaTb (KOMOUHUPO-
BaTb BbICOKME A03bl MPEOHN30(/I0)HA C a3aTUONMPUHOM
2 mr/kr/cyt). C opyroi CTOPOHbl, MOXHO nonpoboBaTb
neveHne WKH (LUMKNOCNOPUH MAn TakpoOJUMYC), WH-
dnvkcmabom, MeToTpekcatoM unu uuknodocdamu-
nom. OTHocuTeNbHYI0 3D dEKTUBHOCTb NPenapaToB BTO-
POV IMHUN B KIIMHUYECKUX UCCNELOBAHUSX HE U3yYanu.
Takum 06pa3om, 3TK npenapatbl CreayeT NMPUMEHSTb
TOJIbKO MOCAEe KOHCYyNbTauuu nauneHta B crneuuannau-
poBaHHOM LeHTpe (I1-3).

43. Y naumeHTOB C HemnoJiHbIM OTBETOM Ha npuem Oyaeco-
HUOA PEKOMEHOYETCH 3aMEHUTb ero Ha NPenHU30(10)H
(> 20 mr/cyT BHayane) ().

44. Y nayyeHTOoB C HEeMoOJIHbIM OTBETOM Ha a3aTUOMPUH B CO-
yeTaHUW C NPeaHn30(J10)HOM MOXHO monpoboBaTtb Mo-
BbICUTb [03y asaTuonpuHa A0 2 Mr/Kr/cyT, NpUMeHss
ero ¢ npegHn3o(no)Hom 5-10 mr/cyT. Yepes 12-18 mec.
pPeKoMeHayeTCs MPOBECTY MOBTOPHYIO OUOMCUIO NEeYeHn
(11-3).

45. TloNHbIN OTBET MOXET 0Ka3aTbCA HEAOCTUXUMBIM Y HEKO-
TOPbIX MAUNEHTOB, MO3TOMY LIENbIO JIeHEHUS A0/IKHA ObITh
MUHUMasIbHas BO3MOXHas G1OXMMUYeCKas aKTUBHOCTb C
MUHUMYMOM Mo604HBIX 9ddekToB. MoXeT noTpeboBaTb-
CSl TMCTONIOrMYECKNI KOHTPOIb 3P PEKTUBHOCTU JIEHEHUS
1/unv nporpeccupoBaHus 3abonesanus (11-3).
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Hecob.ro0deHue pexcuma e4eHust

Kak npu /1060M XpoHHYeckoM 3abojieBaHUH, [JJIUTebHOE
JIeYeHHe MOXKET OCJIOKHSTbCS HECOOJIIOZIEHHEM DpexHUMa,
0COGEHHO Y JeTell paHnHero my6epTaTHOro Bospacra [299].
[TogpocTKX YacTo MJI0X0 COGJII0AAI0T BpayeGHbIe peKOMeH/1a-
[IUH, PeXUM Tepallu U KJIMHHUYeCKHe HadHadyeHus. Eie 60J1b-
1ie npo6JsieMa MOXKeT YCUIUTHCS B CBS3U C KOCMETUYECKUMH
no604yHbIMU 3¢ PeKTaMu KOPTHUKOCTepOUoB. [lanueHT faxe
MOXeT OTPHULATh HajluuMe 3a60JieBaHUs, CTPEMSCb ObITh
«HOpPMaJIbHBIM» B IlJIJaHE CBOEH HE3aBUCUMOCTHU. B pesysibra-
Te HecobJII0/leHHe PeXXUMa JIedeHHs B 3TOH NOMyJIALMHI Urpa-
€T OCHOBHYIO poJIb B pa3BUTHUH penuanBoB [300]. Heo6xoaum
peryssipHbli MOHUTOPHUHI IpHeMa HMMYHOCYNPeCCHUBHBIX
npenapaToB. Bopb6a 3a co6ito/ieHHe pexxuMa JiedeHUs TPyA-
Ha Y He JI0JDKHA OCHOBBIBAaTbCSl HAa OCYXXJEHUH MalHeHTa.
Ycunusi, HanpaBJ/IeHHbIE HA Pa3bsiCHUTE/IbHYI0 paboTy, COLU-
aJIbHYI0 aKTUBHOCTB, CTPATErMH MOBEJIEHUS C LeJIbl0 MOBbI-
CUTb MOTHMBALMIO UMEIOT JIYYLIUH pe3y/bTaT IPH COBMECT-
HOH paboTe HECKOJIbKUX CIIELIMAIICTOB, BKJII0Yas ICUX0JI0Ta,
CHELUATUCTOB 10 paboTe C MOJIOEXKbIO, CPETHUN MeUIUH-
CKHH [IEPCOHAJI, KOTOPbIE CIIOCOOHBI MO JepKaTh MalMeHTa B
3TOT TPYAHBIH neproy. Ha aToM aTamne B JiedeHUH GOJILHOTO
JI0JDKEH y4acTBOBATh KaK JeTCKUH, TaK U B3pOC/IbIN renaTo-
Jior [301, 302].

46. ToppepxuBaiowas Tepanus U cobnofeHne pexunma

Jle4yeHns 0CoOeHHO BaXHbl Yy MOAPOCTKOB W MOJOAbIX
B3pocbix (11-2).
MepeBop naumeHTa U3 neamaTpu4eckon Ciyxobl Ha Me-
ONUMHCKOE 06Cny>X1BaHNE B3POCIIbIX JyHLLE BCEr0 OCY-
LECTBNATb C y4aCTUEM Crneunanna3npoBaHHbIX CyX0,
cobniogas MynbTUANCUMNAMHAPHLIA noaxon, (11-3).

HenepeHocumocmb u no6oyHble 3¢hhekmbl npenapamos

ToKCHYHOCTb MpenapaTa BbIHYK/JaeT CHHXKATb €ro 103y HIJIH
Npex/JeBpeMeHHO OTMEeHSTb. [IpelHU30H U NpeAHU30JI0H
npu AUl faroT MHorouucsaeHHble no6o4yHble 3ddeKThl (10
80 % depes 2 roja), BKJ0YAsd KOCMEeTHYECKHE U3MeHEeHHs
(yBesinueHHe Macchl TeJsa, OKPYIJIeHHe JIMIA, THPCYTHU3M),
caxapHbId AuabeT, 3MOIMOHAJbHYI HEeCTa6UIBHOCTb WJIH
NICUX03, TUIIePTEH3HI0 U 0CTeonopos. Tsakesble MOGOYHbIE
3¢ deKTbl BO3HUKAIOT IVIaBHBIM 06pa3oM NpU NpHUEMe /103
6oJsiee 20 Mr/cyT B TedueHHUe GoJsiee 18 Mec., IpUBO/iS K OTMe-
He mpenaparta npuMmepHo y 15 % nanueHnToB. Kom6uHanus
C a3aTHONPHUHOM XapaKTepU3yeTcs HaMHOI'0 MeHbllel ya-
CTOTOH MOGOYHBIX 3P PEKTOB, XapaKTEPHBIX JJIsT KOPTHUKO-
crtepou/ioB [179]. B kpynHOM paHJOMH3HUPOBAHHOM HCCJIe-
JIOBaHUHU ¢ yyacTueM 207 manueHTOB 6€3 LUppo3a NevyeHU
Manns et al. cpaBHU/IM peAHU30H U 6yAecoHUs (9 mMr/cyT).
OCHOBHOe OT/IMYME MeXJY 3TUMHU JBYMs TpyIIaMy yepes
6 Mec. 3aKJI0YAJIOCh B CHH)KEHHUH NT060YHBIX 3P PeKTOB KOp-
THUKOCTEPOU/IOB B rpyIe JedeHus OygecoHugom (51,5 vs
26 % cooTBeTcTBeHHO) [193]. [lo OKOHYaHUU 6-MeCSIYHOTO
NepuoJia UCCJIe0BAaHUs MAaLMEHTOB W3 TPYIIbl JieYeHHUs
NpeJHU30HOM IepeBesd Ha 6ypecoHuy (6 mr/cyT), mocjie
4yero B TeyeHHe 6 MecC. ObIJI0 OTMEYEHO CHMXKEHHE YaCTOThI
NMo6O0YHBIX 3¢ PeKTOB KopTUKOCTEpOoU10B Ha 40 %. Takum

o6pasoM, npu Haauyuu 3¢pdekTa oT mpeJHU30(JI0)HA B CO-
YeTaHWU C MNOBOYHBIMU 3PPeKTaMu KOPTHUKOCTEPOUOB
MO>XHO peKOMEeH/I0BaThb NepeiTH Ha 6yaeconus (6 mr/cyr).
AnbTepHaTUBHBIA BApUAHT — MOBBICUTD /103y a3aTHONPHUHA
(2 mr/xr). KpoMe TOro, BO3MOEH Nepexo/| C a3aTHONpPHHA
Ha MM® (2 r/cyT) c nocneaywouiel NONbITKOW CHU3UTD Z103y
npeAHU30(JI0)Ha, ecJu J03a a3aTHONpPHUHA JUMUTHPOBAHA
TOKCUYHOCTBIO IIpernapaTra WM NOO6O0YHBIMH 3ddeKTamMu
[283, 284].

[Ipu ucnos1b30BaHKUU a3aTUONpUHA A1 JedeHusa AUT no-
60uHble 3¢ deKThl pa3BUBAIOTCA NOUTH Y 25 % NaLUEHTOB,
BbIHYk/1ast B 10 % csiyqaeB OTMeHATH npenapart. [lo6o4yHble
3¢deKThl dalle BCTpeYyaroTcAd y OGOJBHBIX C LUPPO3OM.
[IpumMepHO y 5 % GOJIbHBIX B Te4eHHE HECKOJIBKUX JHEH WIH
HeJle/lb pPa3BUBAETCs TsDKeJash paHHsAsS peakuus ¢ apTpas-
ruel, TMXopasKoH, KOXKHOM ChINbI0 MJIM MTAHKPEATUTOM, YTO
TpebyeT He3aMeJJ IMTEJbHOr0 NpeKpalleHUs IpheMa Ipe-
napaTa. CHMITOMBI TPOXOZAAT 3a napy JHeH. Kak yxe orme-
Yyaslocb paHee, NPU HEINEePeHOCHMOCTH a3aTHONpPHHA XOpOo-
el anpTepHaTUBOU npeactasisercas MM® (2 r/cyT). 6-MII
MOXXHO INONpPOGOBaTh JaXke NMpU SBHOM HeNepeHOCHMOCTH
a3aTUOINPHUHA, MOCKOJIbKY HEKOTOPbIE MAlMEHTHI IEPEHOCAT
3TOT aKTUBHbIA MeTabosuT [303]. lpyrue ajbTepHAaTUBbI —
MOHOTEpANnus KOPTUKOCTEPOUJAMHU Y NMALMEHTOB C JIETKUM
TeyeHUeM 3a00/1eBaHuUsA U CJ1abbIM PUCKOM B OTHOLIEHUH MO-
604YHBIX 3P PEKTOB KOPTUKOCTEPOUAOB, BKIIOUYAS BBICOKYIO
IJIOTHOCTb KOCTHOM TKaHM, a TaK)Ke MCII0Jb30BaHUe Npena-
paToB, KOTOPbIe TaKXe NMPUMEHSIOT IIPU OTCYTCTBUU OTBETA
Ha JieyeHUe. IPPeKTUBHOCTb U NIEPEHOCUMOCTD JIJINTEbHON
MOHOTepanuu 6yZeCOHU/IOM He U3ydaslH.

47. Y naumeHToB 6€3 uMppo3a B KaYeCTBE WMHAYKLIMOHHOM
Tepanum MOXHO WCMoJib30BaTb OyAecoHuA, B coveTa-
HUM C a3aTUOMNPUHOM. ITa Xe KOMOMHAUUSA PeKOMEH-
OyeTcs naumeHTam C COMyTCTBYOLWMMM 3aboneBaHu-
SIMU, KOTOpble MOryT 0BOCTPUTBCS Ha dOHE neyeHus
npenHuso(no)Hom (11-2).
JonrocpoyHble gaHHble 6e30nacHOCTU U 3DDEKTUBHO-
ctn 6ynecoHuaa npy AU otcyteTeytoT (1).

48. Ecnu azatnonpuH B OCTAaTO4YHOM A03€e He obecneynsa-
€T NoAAepXaHue PEMUCCUM Yy NALUMEHTOB C OTBETOM Ha
NPeaHU30(N0)H, HO C TSXENbIMU cneunduieckumMn ans
KOPTUKOCTEPOUAO0B NOOOYHBIMU 3 dEKTaMM, PEKOMEH-
nyeTcs 3aMeHuUTb NpeaHn30(no)H Ha 6yaecoHung, (11-3).

49. Y naumeHToB C HEMEepeHOCMMOCTbIO a3aTnonpuHa npe-
napaTom BbiGopa BTOPOI NMnHUM Tepanumn cnyxmnt MM®
(1n-2).

OtHocuTenbHasas 9ddEKTUBHOCTb U MNEPEHOCUMOCTb
MM® y opyrux naumeHToB B CPaBHEHUMU C a3aTUONpu-
HOM He ycTaHoBneHa (l1-2).

AnbTepHaTMBHBbI BAPUAHT — MCMNONb30BaHne 6-MI1 nau
6-TI'H npu HenepeHocumocTn azatmonpuHa (Ill).

Bapuanmmvble cuHdpombl

BciencTBre HHU3KOM pacnpocTpaHEHHOCTH BapHUaHTHBIX
CUHJIPOMOB, a TaKkXe OTCYTCTBHS OOLIeNPUHATOrO onpeje-
JIeHUs1 BBINOJIHUTb PaH/JOMHU3UPOBaHHble KOHTPOJINpyeMble
vccae[l0BaHUs M0 3TOMYy HaNpaBJeHUI0O MPaKTUYeCKH He-
BO3MO>KHO.
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KiinHu4yeckue pekoMeHJaluu

CouemaHue nposieaenulti I[1B1] u AUT

[Tpn Hannuuu npusHakoB [1B1] u AUT" 3a6osieBaHKe MpOTEKa-
eT TshKeJiee, 4yeM npu o6b19yHOM [1BIl, 1 XxapakTepusyeTcs 60-
Jiee BBICOKOU 4acTOTOU pacnpocTpaHeHHoro ¢ubpo3a Ha Mo-
MEeHT yCTaHOBJIEHHUs AUarHosa (Jaxe HeCMOTpPsl Ha MOJIOLOM
BO3pacT). B GosbmnHCTBe My6IMKanuil (HO He BO BCEX) OT-
MeydaeTcs 6oJiee HEGJArONPUATHBINA NPOTHO3 B OTHOLIEHUH
6uoxruMHuYecKoro oTserta Ha npueM Y/IXK, nporpeccupoBaHus
¢$ubpo3a U cMepTeNbHBIX UCXO/I0B, CBSI3aHHBIX C TEYEHOYHOH
HezpocTtaTo4yHocThio [58, 170, 304, 305]. HecmoTpst Ha oTCyT-
CTBHE KOHTPOJIUPYEMBIX HCCJIe[JOBAHUH, B peKOMeHJalusxX
EASL Ha OCHOBaHUMU pe3y/IbTaTOB HEGOJIBLIMX UCCIe0BAHUN
yKa3aHo Ha Zj06aBjieHHue KOPTUKOCTEPOUI0B (TpeAHN30(J10)-
Ha uiu 6yfiecoHn/ja) IM60 Ha MOMEHT YCTAaHOBJIEHUS UArHO-
3a BapMaHTHOI'0 CUHAPOMA, JIM60 B clyyae HEJOCTATOYHOTO
6HMOXMMUYECKOTO OTBeTa mocjie 3 Mmec. npuMeHeHus Y/JXK
[58, 60, 304, 306]. He Tak faBHO 0Ny6JIMKOBAaHbI pe3y/bTaThl
KpPYIHOT0 MHOTOLIeHTPOBOT'0 UCC/Ie/loBaHUs (88 maneHToB),
B xoZie KoToporo 30 60JIbHBIX B KayecTBe Tepalnuu MepBoH
auHun noaydanu YJXK, 58 — komouHanuto YJXK u ummy-
HO/leNPecCaHTOB (MpeJHU30H + a3aTHONPHH). Y NAl[UeHTOB C
yMepeHHbIM MepUIIOPTaIbHbIM renaTUTOM 3$eKTUBHOCTb
MoHoTepanuu Y/JXK v KOMOUHHUpPOBAaHHOW Tepamuu B OT-
HOIIEHUH GHOXMMHYECKOTO OTBeTa Oblia cxomHou (80 %),
TOTZAa KaK y GOJIbHBIX C TSXKeJbIM renatuToM 3¢¢deKkTus-
HocTb MoHOTepanuu Y/XK 6p1a HamHOrO0 Hinke (14 vs 71 %).
Hannuue pacnpoctpaHeHHoro ¢pubposa 6b1JI0 CBS3aHO C OT-
CYyTCTBHMEM OTBeTa Ha KOMOMHUPOBAHHYIO Tepanuio, HO He
Ha MoHoTepanuo YJXK. UMMyHoOCynpeccuBHbIe npenapaThl
BTOPOH JIMHUH (LIMKJIOCIOPHH, TaKpoumyc U MM®) naBau
GMOXMMHUYECKYI0O PEMHUCCHIO Y NOJIOBUHBI MALMEHTOB, Y KO-
TOPBIX He GbIO OTBETA HAa HAYaJbHYI0 UMMYHOCYIPECCHIO
[307]. 3Tn maHHBIE CBUAETEIBCTBYIOT B 10JIb3Y KOMOUHALUN
YIXK 1 UMMyHO/IeNIPECCAHTOB B KauecTBe Tepanuu NepPBOH
JMHUM Y 60sbHBIX [IBL] U TsKesbIM NepucenTalbHbIM Temna-
TUTOM. BbIcKasbIBaeTcsl MHEHHE, YTO IPU HAaJIUYUH OTBeTa Ha
JieYeHHe 03y UMMYHOCYTIPeCCUBHBIX NpenapaToB MpH JJIN-
TEeJIbHOM JIeYeHUH MOXKHO YMEHbIIHTb, 2 YaCTOTA YCIEeIHOTO
NpeKpalleHus JiedeHUs Bblllle, 4yeM NpU Kaaccudyeckom AUT
[304, 307]. PazButue AUl y nanuenTos c [1BL, moay4yaBmux
YIXK (nocsiefoBaTeIbHbIM BapuaHTHbBIM CUHJPOM), TpebyeT
0653aTeJIbHOT0 NIPUMeHEeHUs] UMMYHo/ierrpeccaHToB [308].

CouemaHue nposieaeHuli I[ICX u AUT

Y nauuentoB ¢ npusHakamu [ICX u AUl oTMeudeHbl pas-
JINYHBbIE pe3yJIbTaThbl Tepanuu (06bIYHO MPeAHU30JI0HOM M
azatuornpuHoM c uiau 6e3 YJIXK) [51]. CaenaTb kakoe-1160
KOHKpeTHOe 3aKJIl0UeHHe HEeBO3MOXHO H3-3a HeGOJIbIIOro
KOJIMYeCTBa Ha6JIIOfeHUH, PETPOCIEKTUBHOTO XapaKTepa
GOJIBIIMHCTBA HCCJIeJOBAaHUN W pPAa3HOPOJHOCTH CXeM Jie-
yeHus. Y geteit ¢ ACX, mosyyaBIIMX UMMYHO/JENPECCAHTHI,
npy 6MONCUMHOM UCC/e0OBAaHUU NleYeHU MOXKeT ObIThb yCTa-
HOBJIEHO YMeHblIeHHe BOCIHaJeHHs, XOTS XoJlaHruorpadu-
YecKHe W3MeHeHHMA MOTyT NporpeccupoBaThb, a 10-jeTHAA
MPOOJIKUTENBHOCTD XU3HU 6e3 Heoboxogumoctu TII Hmke
(65 %), yem npu AUT (100 %) [52]. Kombunauus YAXK u
MMMYHO/JIeNPECCAaHTOB MOXKeT YJIYYIIUTh OHOXHMHUYeCKHe
MoKasaTeJy, T03TOMY JaHHbIM nojxoj pekoMeHAoBaH EASL
[60]. Kak ciieyeT 13 my6iMKaIui, B KOTOPBIX OIMCaHa Mpak-
TUYECKH OZlMHaKoBas cxeMa Tepanuu (YXK, npeaHu30/10H u

a3aTUOMNPHH), BK/IIOYasA 7 MAllMEHTOB CO CPeJJHUM NePHO0M
HabJiroleHus 8 JieT, JaHHOe JIeYeHHe CONPOBOXK/AJ0Ch 3HA-
YUTEJbHBbIM NaJleHWeM aKTUBHOCTHM aMHUHOTpaHcdepas, HO
OTCYTCTBUEM CHM>KeHMs akTUBHOCTH LLI®, a Takxke, 4TO 6oslee
MHTEepecHo, OTCYTCTBUEM H3MeHeHHUs1 pucka Melo u 6osee
BBICOKOH NPOJI0JDKUTENBHOCTBIO XKU3HU 6€3 HE06X0AUMOCTH
TpaHcmianTtanuu (100 %) mo cpaBHeHuto ¢ 34 (43 %) cay-
yasgMu kusaccuyeckoro [ICX mpu ogvHaKoBOM INepuoze Ha-
6sroeHus u nedyeHun YIXK [309]. Onnako B A0JT0CPOYHOM
nepcrnektuBe (> 10 sieT) B 60JIbIIUHCTBE CAy4aeB HabGJII0Aa-
eTcsl IporpeccupoBaHue 3a6osieBaHus A0 nuppo3sa [64]. Eme
B O/JHOM HCCJIe/[OBAaHUH OTMeveHa TaKas e J|0Js MaljHeHTOB
¢ BapuaHTHbIM cuHApoMoM AUT-TICX (rs1aBHBIM 06pa3oM, Mo-
Joabie B3pocabie) u AUl ¢ gocTwkeHMEeM GUOXMMHUYECKOTO
oTBeTa npu AUl B TeyeHue 1 rosa jedyeHus (XOTs y pasHbIX
MalueHTOB KOMOUHALMY a3aTHONPHHA, npefHu30Ha U YXK
BapbUpOBaJIK), 0AHAKO J,0JIFOCPOYHBIN IPOTHO3 Y NALUeHTOB
¢ BapuaHTHBIM cuHApoMoM [ICX-AUT 6b1n xyxe, ueM npu AUT
6e3 [1CX [310]. B coBoKynmHOCTH BCe 3TH JJaHHbIe YKa3bIBAIOT
Ha He06X0AMMOCTb NpuMeHeHus KoMouHanuu Y/IXK ¢ uMmmy-
HOCYIPEeCCUBHBIMU CPe/ICTBAMU Y GOJIBLIIMHCTBA MAlMeHTOB
c npusHakamu [ICX u AUI, HecMOTps Ha OTCYTCTBHE MOJIHO-
LleHHBIX UCCJIeloBaHUH [65].

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

Y naupeHtoB ¢ AU n npmuaHakamu MCX (BapuaHTHbIN
cuHgpom AUM-NCX) Kk MMMyHOZEenpeccaHTaM MOXHO
nonpo6osatb gobasutb YIXK (IlI).

Y nauuneHToB c npeobnagaHvem nposerneHnii AUl anb-
TEPHATUBHbLIM NOAXOA0M CIY>XMUT HA4ano Jie4eHns Tob-
KO MMMYyHoernpeccaHTamu ¢ gobasneHnem YIXK B cny-
yae HepgocTtaTto4yHoro oteeTa (ll).

AHUT nocae TII

PenuauBupyromuii u de novo AUl' MoXXeT pa3BUThCS CIYCTS
roAbl MOCJe TPaHCIVIAHTaUMM. Ero ciepyer oTivM4aTh OT
OCTPOT0 OTTOPXKEHMS], XDOHUYECKOTI'0 OTTOPKEHHSI, BUPYCHOH
MHQEeKIUHN U M060YHOro 3¢ deKTa JIEKapCTBEHHBIX CPEJICTB.
TpysHOCTb YCTaHOBJIEHHs JUarHo3a 0O0yCJO0BJE€HA OTCYT-
cTBHEM crenuduieckoro Mapkepa. Penuausupyromuid AUl
pasBuBaeTcs npuMepHo B 20-25 % cayyaes [311, 312]. [lna
€ro jieyeHus1 06bIYHO MCIIOJIb3YIOT MOBBILIEHHYIO 03y KOp-
TUKOCTEPOU/IOB WJIM BO30GHOBJIEHHE HX IIpUeMa C WM 6e3
azatuonpuHa in6o MM® [311, 313]. [Ipu oTcyTCcTBUM OTBETa
MOXeT 0Ka3aThCsl yCHeIlHOH 3aMeHa a3aTuonpuHa/MM® Ha
cuposumyc [297]. [IpodpuiakTudeckoe MpUMeHEHUE a3aTHO-
NpUHA y NMallMeHTOB, KOTOPBIM OblIa Mepeca)keHa NevyeHb B
cBs13W ¢ AUL, cUCTEMHO He OLleHUBAJIH, XOTs TaKas TaKTHKa
[pe/ICTaBJSETCs ONpaBJaHHOM.

AMT de novo onucan y 2-7 % nanuenTtos nocse TII mo no-
BO/ly Pa3HbIX 3a60JIeBaHUH, He CBA3aHHBIX C Ay TOUMMYHHBbI-
MM TpolieccamMu, oco6eHHo y aetel [91, 312]. CTparerus Je-
YeHHUs TaKas Xe, Kak Ipu penuusupytomem AUT [297, 314].

HakoHerl, nanueHTaM ¢ peLuJMBUPYIOLUM WU de novo AUT
cJleiyeT pacCMOTPETh BO3MOXKHOCTb OBTOPHOH TpPaHCIJIaHTa-
1y, ecid AWT nporpeccupyeT 10 OTepH TpaHCIVIaHTaTa (pH
CBOEBPEMEHHOM JIeYeHHH 3TO NPOUCXOAUT pesiko) [91].
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51. JleyeHue AUT nocne TpaHcnaaHTauMm nevyeHn (peumon-
Ba Uan de novo) cnepyet NpoBOAUTL B COOTBETCTBUN CO
CTaHAapTHbIMK NpuHuMnamu nevenns AUT (11-3).

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

HeaskozonbHas Jcupoeas 60./1€3Hb NeYeHu

HAMXBII — neyeHO4YHOe MpOsIBJIEHUE LIKMPOKO pacnpoCTpaHeH-
HOr0 METaboJIMYECKOTO CUH/POMA, BKJIIOYAIOLIETO OXKUpPEHHe
W UHCYJIMHOPE3UCTEHTHOCTb, KOTOPBIM, KaK W3BECTHO, MOBBI-
[IAaeT PUCK ITPOTPeCcCUPOBAHUsI JPYTHUX 3a00JIEBAaHUM II€YeHH,
ocobeHHO xpoHMnyeckoro rematuta C [315, 316]. [lockonbky U
AWT, 1 HAXKBII crioco6GHbI BbI3BIBATh YCTOMYMBOE MOBBIILIEHUE
AKTHMBHOCTH aMUHOTpaHcdepas U MosiBJIEeHUe ayTOAHTUTEJ], BaX-
HO UMeTb YeTKOe IMpe/iCTaBJIeHHe O TOM, YTO UMEHHO CJIe/lyeT
JiequTs. [luddepeHnyanbHas JUAarHOCTUKA 4aCTO HEBO3MOXKHA
6e3 OMOINCHU TedeHH. Y manueHToB ¢ AUT" pacipocTpaHeHHOCTh
MeTab0IMYEeCKOro CUH/IPOMA WJIM BJIMSIHUE €r0 Ha UCXOJ Hens-
BECTHBI, O/IHAKO Pa3yMHO Oy/leT CYUTATh, YTO HAJIM4Me CTeaTore-
MaTUTa y nagueHToB ¢ AWT NoBbILIAeT PUCK IPOrPECCUPOBAHUS
3a6osieBanusl. [IposiBjieHUs] MeTab0IM4eCKOr0 CUH/POMA, BKJIIO-
Yasi caXapHbIN 1Ua6eT, TUIEPTEH3UI0 U OXKUPEHHE, 060CTPSIIOTCS
0/1 BJIMSTHEM KOPTHKOCTEPOUOB. TaKMM 06pa3oM, COMYTCTBY-
touyto HAXKBII ciefyeT paccMaTpuBaTh U JIEYUTh B COOTBET-
CTBUHM C COBPEMEHHBIMH peKOMeHalMsAMU (M3MeHeHHe o6pa3a
J)KM3HU W dapMakoJsiorhuecKkde Mepbl). B JaHHON momy/sinuu
PeKOMeH/lyeTcsl c/ieJlaTh BCe BO3MOXKHOE, YTOObI UCI0JIb30BaTh
MHHUMaJIbHO JOMYCTUMYIO 103y KOPTUKOCTEPOUIOB.

XpoHuueckuli 8UpycHblll eenamum

HecMoTpst Ha To uTo renatut B min C UCKIIIOYAOTCA JI0 TOCTa-
HOBKHU JuarHosa AWUI, nociegHuil mHorga pasBuBaeTcsl y Na-
[IUEHTOB C BUPYCHBIM IeaTUTOM JIN6O CIIOHTAHHO, JIMGO MOJ
BJIMSIHYEM JiedeHUs] uHTepdepoHoM. [lanuenTer ¢ AUI' MmoryT
3apasuThbCcs BUPYCHOU MHeKuel. Bce 6osbHbIe AU 0/IKHBI
ObITb BaKIIMHUPOBAHbI IPOTHB renaTUToB A 1 B, ec/i paHee oHM
He GbIM BaKLIMHUPOBAHbI U He 6bUIM MHOULMPOBAHLL. Y Naiu-
€HTOB C pelviKalyei BupycoB renaturta B (HBV) wau C (HCV)
u mposBaeHussMA AUI' Ha MOMEHT yCTaHOBJIEHHs JAHMArHo3a
BHavasle CJIeiyeT HCI0JIb30BaThb Ge3bIHTepdEepOHOBYIO IPOTH-
BOBUPYCHYIO TEPAIHIO, a 10C/Ie 3PaJJUKALUH WU [T0JaBJIeHNs
BHUpyCca — PAacCMOTPEeTb BO3MOXXHOCTb UMMYHOCYITPeCCHBHOMN
Tepanuu. OnucaHa peakTHUBaLMsA refnatrTa B Bo BpeMs ledeHUst
AW, nosTomy BceM NanueHTaM, HOJIy4arIMM UMMYHOCYIIpec-
CHBHYIO Teparnuio, HeO6XOJUMO BBIIOJHATb CEpPOJIOTHYecKHe
WCCJIe/JoBaHMA Ha renaTuT B. B cooTBeTcTBUM € peKOMeHAaLUsA-
mu EASL [317] y HBsAg-o3UTHUBHBIX JINL] C/IEyeT ONpeAeIsaTh
ypoBeHb /IHK HBV. B neproj uMMyHOCynIpecCMBHOH Tepamnuy,
a Tak»e B TedyeHue 12 Mec. ocJ/ie ee MpeKpalleH!s 3TUM Nalu-
€HTaM Heo6X0AMMO Ha3HAaYUTh NpeAyNnpeUTeNbHYI0 TepaNuio
aHasloraM{ HYKJIe03U/I0B/HYKJIEOTH/IOB HE3aBUCUMO OT ypOB-
Ha JJHK HBV. Y nauueHTOB ¢ npe/jnosaraeMou AJIMTebHON UM-
MyHocynpeccuei u BceM 60/1bHbIM AUT" pekoMeH/[yeTcst TpuMe-
HeHUe 3HTeKaBHpa Wi TeHopoBHpa.

52. Bcem nauueHtam ¢ AU cnemyeT NpoBOAUTL BakKLMHA-
LMIO NPOTUB renatuToB A n B, a Takke exerogHyto npo-
TUBOrPUNNO3HYto BakLmHaumio ().

BHY-uHgekyus

AUT de novo xak nposiBJieHHe BOCCTAaHOBJIEHNSI UMMYHUTETA
onucad y BUY-uHULMPOBaHHBIX MALUEHTOB, MOJYYaIOIINX
BBICOKOAKTHBHYI aHTUPETPOBUPYCHYIO Tepanuio [318]. B
ycTaHoBleHUHU AauarHosa AWl u guddepenunposanuu Apy-
TMX MHOTOYMC/JEHHBbIX NPUYHH H3MeHeHHUs MoKasaTeseil
GYHKIMY NTeYeHH y 3THUX NallMeHTOB GOJIBLIYIO POJIb UI'PAIOT
JlaHHble 6roncuu nedeHu [319]. dddekTHBHON MOXKET OBITH
CTaHJapTHasd MUMMYyHocCynpeccuBHaa Tepanus AWIL, HO uHO-
rJla OHa OCJIOXKHSIETCS1 pa3BUTHEM YTPOXKAIOIIUX KU3HU HH-
dexkuuit. Jleuenue AUI' y BUY-uHPULMpPOBaHHBIX TALlUEHTOB
JIOJDKHO 6BbITh MHAMBUAYAJbHBIM U YYUTHIBATb BO3MOXKHbIE
pucku U mosib3y [320].

Bomnpocsl BeieHUs1 MalMeHTOB, KA4€eCTBA »KU3HU
U JJOCTYITHOCTH MeJUIUHCKOM MOMOIIHU

JocmynHocmb MeduyuHckol homouju

AUT — pepnkoe 3aboJieBaHMe, TO3TOMY TaKUMU MalHeHTaMU
JIO/DKHBI 3aHUMAaTbCsl CIeLUaJHUCThbl, UMelollihe ONbIT pabo-
Tbl ¢ AUI, a MefULMHCKas NOMOIIb AOJKHA OBITh OKa3aHa
B COOTBETCTBHM C JIYYIIMMH U3 JJOCTUTHYTBIX HA COBPEMEH-
HOM 3Tane CTaHJapTaMM NpakTUKW. B HacTosmee BpeMs
JledeHre 6oJsbHBIX AWI mpouMCXOoJUT HeOopraHM30BaHHO,
YTO 06YC/JI0BJEHO HEpPaBHOW JOCTYNHOCTbIO MeAULMHCKON
nomoiuu [321]. [ns Toro 4YTo6bl NpPeooJeTh AAHHbIE MPO-
6s1eMbl, B [epMaHUu pa3paboTaH IJIaH IO JIeYeHHUI0 pefKUX
3a60s1eBaHUH, KOTOPBIA B COOTBETCTBUU C PEKOMeHJalus-
mu EC npesycMaTpuBaeT BHeJpeHHe MOJEIH MO3TalHOTO
OKa3aHWs MeJULIMHCKOM MOMOIM C yJaCTHEM TpexX THIOB
yupexieHui 3/[paBOOXpaHeHHUsI ¢ pa3HbIM ypPOBHEM OINbITa
[322]. CornacHo 3TOM MoAe/M, NALlUEHTHI JOJKHBI TOJYYUTh
JOCTYIl K ClellaJu3UpOBaHHBbIM LieHTpaM. HampaBieHue
B CllellMa/IM3UPOBaHHbIE LIEHTPbl PeKOMeH/yeTcsl [aBaTb B
C/IyYasax Heolpe/e/IeHHOT0 IMarHo3a, JJid OLleHKH TPOTHO03a,
ONTHMMAJIbHOW TAaKTHUKU JIEYEHUS U JJIs JIeYEeHUs OCJIOKHe-
HUH. B 3aBUCHMOCTH OT C/I0XKHOCTH KJIMHUYECKON CUTyalluu
NalyeHT MOXeT MOAHUMATbCS WM CIyCKaTbCS M0 «JIeCTHU-
Le» crneyuaavMsalMy MeAUIUHCKON MmoMolM. JIoCTymHOCTb
TaKOM NOMOILM 3aBUCUT OT MECTHOH, PerHMOHaJbHOW W/
0611erocyJapcTBEHHON CUCTEMBI 3/ipaBooXpaHeHus. Tak WK
MHaye, OHa noBbllIaeT 3G PeKTUBHOCTb AUATHOCTHUKH U JIede-
Hus. KoopauHupoBaHHas MOMOILb € 60Jiee BbICOKON BepOsT-
HOCTBI0 [T03BOJIUT U36€eXaTh HEHY»KHOTO0 Ay6JIMPOBaHUSA JjUa-
FHOCTUYECKUX MCCJIe/JOBAaHUH, 06J1erYUT NpUMeHeHHe HOBBIX
MeTO/I0B JUAarHOCTUKH W JieYeHHs, COOTBETCTBYIOLUIUX KOH-
KPeTHOH KJIMHHUYECKOW CUTyaluu U oxuzaeMomy addexry,
YTO B KOHEYHOM HTOr€ CIIOCOOGCTBYET Y/IyYLIEHHIO HCXOJ0B
3a6oJieBaHUs. JIOCTYMHOCTb ClleLHaJU3UPOBAHHON MOMOLIU
TaKKe J0J/DKHA NMOBBICUTb CTaHAAPThI KauecTBa JlabopaTop-
HOTO HCCJIe/[0BaHUSA, B YaCTHOCTU UMMYHOCEPOJIOTUYEeCKOTO.
JlokasaHpl NpeuMyllecTBa MHTErpallMk U 3aMeTHasl 3KOHO-
MUS JeHeXHBIX CPe/ICTB NP JIeYeHUH NalUeHTOB C peJKUMH
3a6osieBaHuAMH [323].

HpaK'mu‘leCK'aﬂ UHmMezpupoeaHHAs NOMoWb
Bosbiioe 3HayeHWe uMeeT nepsoe O6H.leHI/Ie nagueHTa ¢
Bpa4oM IIO IoBOAYy AWATrHOCTHKH 3abosieBaHus. Bo BpeMAa
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KiinHu4yeckue pekoMeHJaluu

NepBOH KOHCY/IIbTAllUM Bpad MOXeT OCJabUTb GeclOKOH-
CTBO, HANpPSDKEHHOCTDh MAI[MEHTa, ecJd CyMeeT pacro3HaTh
MCUXO0JIOTUYECKHE MTOTPEGHOCTU GOJIBHOT'O, 0OHA/IEXUTh €ro
U noagepxaTb [324]. OfHako uccnef0BaHUN, HaNpaBJeH-
HBIX Ha OLleHKy MyTel COO6IeHUs JHarHosa BIepBble Bbl-
aByseHHoro AWI manueHTy M ero peakluM Ha 3TOT JUarHos,
He NpPOBOAUIOCH. MeroTcs $aKThl, CBUAETENbCTBYIOIHE O
HEOJMHAKOBOM KOMIIETEHTHOCTH Bpayeld B BOIpoOcCax JAua-
THOCTUKHU U JledeHUs AUI. PaspaboTaHbl o6pa3oBaTesbHbIe
HNporpaMMbl 151 NALMEeHTOB C 3a60/IeBaHUAMU NeYeHH, XOTS
vcc/lelOBaHUH 10 MOBOJY MX NpHMeHeHUs], 3QGeKTUBHOCTH
1 3HauuMocTu npu AUI" He npoBoguock. [lanuentam ¢ AU
HyHa AocTynHas nHpopmManus o6 ux 3ab6osieBaHUH, COZEp-
Kallas Takve CBeJIeHUs, KaK BO3MOXXHOe BJMsHUe 3aboJe-
BaHUSA Ha paboTy, CTPAXOBKY, 06pa3 KM3HU U MJIAaHUPOBaHUE
ceMbU. JTO NO3BOJIIET GOJIbHBIM NPUHUMATbh OCO3HAHHbIE
pemieHus. [laMeHTHl JOKHBI UMEeTb KOHTAKTHYI HUHGODP-
MAaLMI0 U OCTYI K MECTHBIM UJIM TOCYAAapCTBEHHBIM rpynnam
nojgepkku. Koncynbranuuy nanuenToB ¢ AU 1o/mKHBI OBITH
VMH/IMBU/yaJM3UPOBaHbI 1 COOTBETCTBOBAThH CTENEHH HX 00-
pPa30BaHHOCTH, KYJIbTYPHOMY /SI3bIKOBOMY YPOBHIO U HOCHUTb
MO3UTUBHBIN OTTEHOK.

[lokazameu, coobujaemvle nayueHmMamu

Takue MHCTPYMEHTBHI, KaK II0Ka3aTesH, coo0laeMble Maliu-
entamu (I1CIT), pazpaboTaHbl [JIaBHBIM 06pa30M [iJisl OLleHKH
pe3y/bTaTOB JleueHUs B KJIWHUYeCKUX HcciefoBaHusax. [1CII
MO3BOJISIIOT B3IVIAHYTh Ha 3ab0jieBaHMe U JiedeHue C MO3U-
LUH MalMeHTa U AaloT BO3MOXHOCTb BBIIBUTb Te CTpPaTeruu
JieYeHHs, KOTOPbIe NMOJIOXKUTENbHO BIUAIOT Ha CBA3aHHOE CO
3n0poBbeM KadecTBO »kM3HM (HRQoL) GosibmMHCTBa manu-
€HTOB. B KJINHUYeCKUX UCCIeJ0OBaHUSAX C y4acTHeM 60JIbHbIX
AUT ucnonb3yoT 6HMOXMMUYECKHe MapKepbl OTBeTa Ha Jie-
YeHHe, HO COIVIACHO MMEILIMMCS JaHHbIM, 0J0XKUTeJIbHbIe
OMOXMMHMYECKHE H3MEHEeHHs He O03HAa4alT HeMeJJIEHHOTO
yJIy4IleHHs KauyecTBa )XU3HU. Pazpa6oTka [ICII mo3BosiseT oT-
ceXuBaTh MoTpebHOCTH nauueHToB ¢ AUL. OgHakKo HU cre-
LMa/IM3UPOBAHHBIX ONPOCHUKOB, HU BaauaupoBaHHbIX [ICII
s nagueHToB ¢ AUT He paspaboTaHo.

Konmpoab kauecmea

CnenuanrM3vpoBaHHble LIEHTPHI, 3aHUMAIOIINeECS JedeHHEM
nauueHToB ¢ AUI, JO/KHBI OLleHMBATh KayeCTBO OKa3aHUSs
Me/JJULIMHCKOH MOMOILM pa3HO06pa3HbIMU cpeAcTBaMU. K HH-
CTPyMeHTaM KOHTPOJIsl Ka4eCTBa OTHOCATCS CTAaTUCTHYECKHe
MOKa3aTesJu BbDKMBAEMOCTH, CUCTEMBbI PETUCTPAaliMi KPUTH-
YeCKHX CJIyyaeB, a TaKXe yJacTHe NallueHTOB B OLleHKe KaJe-
ctBa. OCHOBHBIE Pe3yJIbTAThI LOJLKHBI ObITH ONMy6JINKOBAHBI,
JIO/DKHBI pa3pabaTblBaTbCsl U QUHAHCUPOBATBHCS MPOEKThI
KJIMHUYEeCKUX UccaefoBaHUNU. Heob6xoAnMo oGecrneyuThb MO-
BblllleHHe KBaJluduKaluy Bpayell U ob6pa3oBaTesbHbIe MPO-
rpaMMBbl JJi1 NalUEeHTOB, a TaKXe KOHCYJIbTAlUU AJI1 Bpayel
MepBUYHOIO 3BEHa.

Kauecmeo scusHu

AWl — xpoHHMuecKoe 3a60/ieBaHUE NIeYeHU € 060CTPEHUSAMU
MU PeMHUCCUAMH, KOTOpble MOTYT OKa3blBaTb 3HAYMTEJ]bHOE

MeJJULIMHCKOe ¥ 3KOHOMHYeCKOe BJIMSHHEe Ha XU3Hb Nalu-
eHTa U cucteMy 37paBooxpaHeHusd. [lanyuenTtsl ¢ AUT" ucnbl-
TBHIBAIOT 3HAUYUTEJIbHYI QU3UYECKYI0 U ICUXOJIOTUYECKYIO
HarpysKy, XOTs OHa U He MOJIHOCTbIO oljeHeHa [325]. B uc-
cJe/loBaHUY, IPOBeJleHHOM CpejAM 4ieHOB Hupepsanjckoi
OpraHU3alMM MALKEeHTOB C 3a00/1eBaHUSAMH IeYeHH, OLleHH-
Basu HRQOL, ucnosb3ys Tpu MHCTPYMEHTA: pacCliMpPeHHbIN
BapHaHT MHJEKCA CUMITOMOB /JI1 KOHKPETHOTO 3ab0JieBa-
Hus, Bepcus 1.0 (LDSI 2.0), Huaepianackuit kpaTKkuit onpoc-
HUK SF36 u onpocHuk MFI-20. Y naguenToB ¢ AUT (n = 142)
MokKasaTeJy 1o BceM IKasiaM SF-36 6bLIM HHXKe, 0CO6EeHHO
M0 MIKaJaM, OLleHUBAKOLIUM pOJIb OTPaHUYEeHUHN BCIe/ICTBUE
¢dusnyeckux nmpo6seM WM OOILIEro COCTOSHUA 3/0POBbS.
[TanuenTts! ¢ AUT yale oTMeyas M yTOMJISIEMOCTDb 110 ONPOC-
HUKy MIF-20 [326]. B xo/ie ellje 0fHOT0 0{HOBPEMEHHOTO I10-
MepevyHoro yriy6JeHHOro uccaefoBaHus ¢ yyacTueM 24 fe-
Tel ¢ AUT wau [ICX/AWUl ¢ ucnosb30BaHMEM UHCTPyMeHTa
PedsQL-4.0 ycraHOBJIeHO 3HauuTebHOE HapyueHue HRQoL,
06yC/I0BJIEHHOE HAaJIMYHEeM CBSI3aHHBIX C 3a60/IeBaHHEM ITede-
HU cUMITOMOB. OTpHUIlaTe/IbHOE BJIMSHUE Ha KAYeCTBO MKHU3-
HU OKasblBa/JM 00JIb B )KUBOTE, YTOMJIIEMOCTb, HApyIlIeHUs
HacTpoeHus [327]. Haubosiee BecoMmoe Ha CEroJiHs UCCIE0-
BaHue HRQoL npoBegeno c yaactuem 103 601bHbIX AUT € Hc-
noJjib3oBaHueM onpocHuka SF-12, coctosiero us 12 nyHKTOB
[36]. HexoTopsie manueHTs! (77 %) HAXOAUIUCE B COCTOSTHUU
OMOXUMUYECKOU peMuccuu. Eciu onleHKH GU3NIEecKoro Kom-
MOHEHTa He OTJIMYaJUCh OT 00Llel MOMyJasIUH, TO OLEeHKH
MEeHTa/IbHOT0 KOMIIOHEHTA OblJIM 3HAYUTEJNbHO CHIKEHBI. Y
nanreHToB ¢ AUI" aBTOpBI yCTAaHOBUJIN BbICOKUH YPOBEHbD THI-
»eJIoH Zlenpeccuy U 6ecrioKONCTBA, YTO ObLI0 CBA3AHO (YacTo
HeOIpaBJJaHHO) € 03a604eHHOCTBIO 110 MOBO/Y HAC/Ie/CTBEH-
HOCTH, cTaTyca ¥ Bo3MoxkHoro TedyeHus AU HecmoTpsa Ha To
yTo AUT y 6oJIbLIIMHCTBA NMAllUEHTOB KJIMHUYECKH CTabuIEeH,
HabJI0la/Icsl BbICOKMHA ypOBEHb CUMIITOMOB GOJIBIION Je-
npeccuy. ABTOpbI 0GHAPYXKUJIU CBAI3b MeXAY JAenpeccuel u
npUMeHeHHeM NPeJIHU30JI0Ha, YTO yKa3bIBAaeT HAa HEOOXO/AH-
MOCTb pa3paboTKH HecTepouaHOU Tepanuu AUT.

53. TleTeporeHHOCTb M KOMMIEKCHbI Xxapaktep AUI oby-
CJIOB/IMBAIOT HEOOXOAVUMOCTb CO3[aHNS CMELManM3npo-
BaHHbIX ANArHOCTUYECKMX U TepaneBTUYecknx ciyxo6. Y
MauneHToB AOJIKEH ObiTb JOCTYN K CreLMann3mpoBaH-
HOW MOMOLLM, YTO MO3BOMNT YNYYLUNTb MUCXoapbl 3abosie-
BaHVS, NPOOOIKNTENIbHOCTb 1 KA4E€CTBO XU3HU. ITO pe-
anunayetcs nMbo Yepes CneumanM3vpoBaHHbIE LIEHTPbI,
160 Yepes knnHudeckue cetu (11-3).

54. BospacTtaeT 3Ha4MMOCTb MPU3HAHUS CHWXEHUS Kade-
CTBa XW3HW naumeHToB ¢ AUT. B CBA3M C 9TUM NleHeHne
AUT Takxe O0KHO npefycmaTtpueatb U MNCUXONornye-
ckyto koppekuuio (11-2).

Il1aH ucciezoBaHUM

B03MOXHOCTH AMAarHOCTUKHU W JiedeHuss AUI' 3a mocienHue
50 sieT JOCTUIIM GOJIBIIMX yCIEeX0B. BoJbIMHCTBO nanyeH-
TOB YZ,A€TCS YCIEIHO JIEYUTb, J06UBasCh HOPMaTbHON UIN
6/IM3KOM K HOPMaJIbHOM NPOJOJ/KUTENBbHOCTH KU3HU U XO-
poliero KayecTBa >KU3HU. TeM He MeHee MHOTHe MaljueHThI
BCE e UCMBITHIBAIOT CYIeCTBEHHbIE CJIOXKHOCTH B CBS3U CO
3HAYMTEJbHON BpEMEHHOW HETPYZ0CMOCOGHOCTBIO U CMePT-
HOCTBI0, IJIAaBHBIM 06Pa30M CBA3aHHBbIE C:
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- HeCBOeBPEMEHHBIM WJIH OIIHNGOYHBIM JJUarHO30M;

- HenepeHOCHMOCTBIO JIEKAPCTBEHHBIX CPE/ICTB;

- 10604YHBIMU 3¢ deKTaMu NpenapaTos;

- HeAOCTAaTOYHBIM OTBETOM Ha JIeYEHHUE;

- HeBbICOKHMM Ka4eCTBOM OKa3aHMs MeAUIIMHCKOUN MOMOLIU

WJIM ee HeJIOCTYITHOCTBIO;

- HecoOJII0JleHNeM peXXrMa JiedeHHsI.

B xoze o6CcyxJeHUs 3TUX peKOMeHJAlU{ MO0 KIMHUYe-
CKOU MpaKTHKe BBISIBJEH PsiJi HEPELUIeHHBIX BONPOCOB, KOTO-
pble MOTYT CJIY?KUTb OCHOBOM /IJis1 IJIAHUPOBAHUST KJIMHUYE-
CKUX HCCIeZloBaHUU. B Ta61. 8 mprBeieH nepedyeHb BOIPOCOB,
KOTOpbIe Ha/IJIEXHUT PEIINUTD B X0Ze OYAYIUX UCCIeJOBAHUH.
KiroueBasi mpo6JieMa KJIMHUYECKHX HCC/IeOBAaHUH IpH
AWT — 3T0 peiIKOCTD AaHHOT0 3a60JieBaHUs. [03TOMY OCHOB-
HbIM (AKTOPOM COBEPUIEHCTBOBAHHUS KJIMHUYECKUX HCCIIe-
JoBaHui AUT clyKUT opraHu3anus KpyMHbIX KIMHUYEeCKUX
LEHTPOB U KOOPAWHALHUs J1eTeJIbHOCTH NOA06GHBIX LIEHTPOB.
B To ke BpeMs TpeOYIOT BHUMaHHUs M MeTO/[bl peasn3aluu
MeJIMLMHCKOT0 06C/ITy>KUBaHHs, pa3/IMIHbIe IOAX0/bI, BOIIPO-
Cbl 9KOHOMHUYEeCKOH 3QPEeKTUBHOCTH, a TAKXKe IICUXOJIOTHYe-
ckue ¢pakTopbl. He MeHee aKTyallbHO U y4acTHe MalUeEHTOB B
MJIAHUPOBAHUM 3THUX UCC/IJ0BAaHUM.

[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
KaK GpU3NUeCKH, TaK U ICUXO0JOTUIECKH BJIUSIET Ha Ka4eCTBO
UX KM3HU. [lalMeHThI KeJlaloT UCLeJIeHUs, a He YMeHbllle-
HUs aKTUBHOCTH 3a6osieBaHUs. MbI ’Ke B HacToOsilee BpeMs
GOJIBIIMHCTBY NAI[MEHTOB HE MOXXEM IpPeJIOKUTH I0JIHOE

Ta6simua 8. [I[porpamMmma uccjie Jo0BaHUNA

AnNuaemMuonorva u natoreHes

KakoBa pacnpocTtpaHeHHoCTb AT B pasnnyHbIx NOMynsLmUsax?
Habntoaaetcs nn pocT 3a601eBAEMOCTU B Pa3/INYHbIX NOMYNSLMN-
ax?

KakoBbl hakTopbl prcka 1 CBA3aHHble 3a6051eBaHNA?

MyckoBble pakTopbl NPosiBNEHNS 3a601eBaHns

MyckoBble dakTopbl 060CTPEHMS 3a6oneBaHns

®dakTopbl, CBA3aHHBIE CO CMIOHTAHHbLIM YNyYLLEHNEM/PEMUCCUEN
KakoBbl MyCKOBbIE ayTOAHTUIEeHbI?

KakoBbl ICXOAHbIE HAPYLUEHMS UIMMYHOPErynsumm?
AnarHocTuka

CoBepLUEHCTBOBAHVE U CTaHAAPTU3ALIMSA ONPeaeNeHns ayToaHTu-
Ten

OnpepnenexHve 4yBCTBUTENbHOCTU 1 CNeundUYHOCTN ayTOAHTUTEN
Nno PasnnyHbIM BO3PACTHbIM, 3THUYECKUM Fpynnam v B 3aBUCMMO-
CTV OT nona

Bo3MOXHOCTM pa3paboTku Habopa «BCe B OLHOM»

OueHka pa3nnyHbIX MHOVBUAYaNbHbIX TMCTONOMMYECKUX KPUTEPUEB
(po3eTkoobpasoBaHme, NepunopTasbHbIA renatuT U T. 4.)
Kputepum (knuHnyeckme, nabopaTopHbIe U TMCTONOrMYECKUE)
OCTPOro 1 MosiHneHocHoro AUIM

3HayeHre HeMHBa3VBHbIX METOA0B OLEeHKM drnbposa n Lmpposa
KpuTtepum BapmaHTHbix cuHapomos (MBL, n AUT, a Takxe MNCX n
AU

JleyueHne ¥ MOHUTOPUHT

YcTaHoBAEHVE ONTUMasIbHOrO NPOTOKOJIAa MHAYKLIMW PEMUCCUN B
pPas3NNyHbIX rpynnax nauneHToB (B 3aBUCMMOCTI OT BO3pacTa, Co-
NyTCTBYIOLUMX 3a00N1€BaHWI, TAXECTN BOCNANEHUS, cTeNneHn du-
6po3a, CMMMTOMOB 1 NOBOYHbIX 3D PEKTOB)

B0O3MOXHO N1 KpaTKOBPEMEHHOE MPMMEHEHNE KOPTUKOCTEPOUO0B
B UHAYKUMOHHOW Tepanun (< 4 Hepd,.)?
Bo3MoXHa N1 MHAYKUMS peMnccum 6e3 KopTMKocTeponaos?

MporHo3npoBaHue Nerkoro Te4yeHns 3aboneBaHns 6e3 nevyeHns:
DECTBUTESbHO S B IEYEHNN HYXXAAKOTCSA BCE NaLMEHTbI?

OnTUMasbHbIN NPOTOKOJI JIEYEHUSI OCTPOr0 Y MOJIHUEHOCHOIO 3a-
60s1eBaHNNA: 0032 KOPTUKOCTEPOUAOB? B/B BBEAeHNe? imeloT nn
3HaYeHne Apyrne UMMyHOENPeccaHTbl (Hanpumep, MHGIUKCHU-
mab) B ne4eHnm MoJIHMEHOCHOM popmbl? Heobxoanmmo nn npodu-
NlakTU4ecKoe NpUMeHeHne aHTMBMOTUKOB? ONTUMasIbHbIE CPOKM
HEOTNIOXHOW TpaHCMNaHTaLUN?

CpaBHeHNe anbTepHATUBHbIX MPENapaToB A5 NOAAEPXKUBAOLLEN
Tepanuu: AeNCTBUTENIbHO N1 a3aTUOMNPUH NO-MPEeXHEMY 0CTaeTcs
JyyLWM npenaparom?

Kakon npenapat BTOPOW NINHUX NyyLle, eCnn NauMeHT HE NePeHo-
CUT a3aTtuonpuH?

Kakon npenapat BTOPOW INHUX NyyLle, eCnn y NaumMeHTa OTCyT-
CTBYEeT AOCTaTO4HbIN OTBET?

3HauyeHune ypoBHS 6-TI'H B KpoBM Npu NogaepXxunsatoLLel Tepannmn

KakoBbl NPOLEHT L, 6e3 oTBETa, MPOLEHT JIML, C MEAJIEHHbIM OT-
BETOM, CKOPOCTb 0TBeTa? YTo cumTtatb OTCYTCTBMEM OTBETA?

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

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

KnuHmnyeckue n ceponornyeckme KpUutepum XopoLuero 1 cnaboro
OTBETOB Ha JieyeHne

HenHBa3nBHbIN MOHUTOPUHI 3 dEKTUBHOCTU Ne4EHNS

MporHocTuyeckme pakTopbl PpeLManBa u COHTAHHON peEMUCCUN
nocsne OTMeHbl MpenapaTos

OnTrManbHbI NPOTOKOJ (MO3TAMNHOM) OTMEHBI NPenapaTos

HeobX0AMMOCTb KOHTPOSIbHLIX GUOMCKUI B MEPUOL ANCMAHCEPHOro
HabnoaeHns

[MpOTOKONbI Ie4eHNs NOCAe TPaHCNIaHTaLMN NeYEHN
JunarHocTtuvka 1 neveHve NoboYHbIX 3PPEKTOB NEKAPCTBEHHbIX
cpeacTs

Koppekuusa ncnxonornyecknx pakropos

BepemeHHocTb npu AU

BeneHne 6epeMeHHOCTY 1 MOCNEPOAOBOro nepnoaa
CKpUHUHT I'LIP: y Koro? kak 4acTto? kak?

OpraHunsauus noMoLum

Cob6ntofeHune pexviMa eveHst: NnpodunakTika n KOppPeKLMs Heco-
OnoaeHns pexnma neveHns

KoHTponb kayecTBa

OkoHoMMYeckas 3GDEKTUBHOCTb MNOAXOA0B K OKa3aHUIO MEONLNH-
CKOW NOMOLL

Posnb cneunanusanpoBaHHOM NOMOLLM: MOXET NN CNeLmann3mpo-
BaHHasi MOMOLLLb MOBLICUTb KA4€CTBO W NPOAOIKUTENIbHOCTb XN3-
HU?

PasbsicHuTenbHas paboTta ¢ naupeHTamm

[MoBbilWeHVe KBanudukaumm spaden

MeHeaXXMeHT NPeeMCTBEHHOCTY MEANLMHCKOM noMoLLm (pebe-
HOK—MNOAPOCTOK—B3POCbIN)

AU y nuu, noxunoro Bo3pacTta
JleyeHne cepbesHbix CONMyTCTBYIOLMX 3a60neBaHuii

Lenn nauneHTa npu neyeHnmn AUl

Ponb guetsl

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

Kakyto ponb nrpaet ctpecc?

KakoBa BO3MOXHas posib anbTEPHATUBHOWM MeAULIMHbLI? BpeaHbl v
pacTutenbHble npenaparbi?

Kak coobLwmnTb 0 3a601eBaHNN YIeHaM CEMbU 1 APY3bAM?
3Ha4YMMOoCTb 1 NeyeHne yTOMJISEMOCTHN
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KiinHu4yeckue pekoMeHJaluu

usseyeHue. /g TOro yTo6bl HAUTH paJMKaJbHOE JIeYeHHe,
HeOOXOAMMO TeCHOe COTPYAHUYECTBO C yYeHBIMH B 06J1aCTH
dyHAaMeHTalbHBIX HayK, UCIOJb30BaHUE JOCTHXKEHUN HM-
MYHOJIOTUH U APYTUX HayK.
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