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AYTOMMMYHHBIH renaTur

( mo maHHBIM pekoMeHaauui EBponelickoil acconuanuu o usydenuto neuenu (EASL no
JIEYEHUIO0 ayTOUMMYHHOT0 renartura, 2015)

nuaemuosgorug AUT

ANI" — He npoxoJsiiee caMOCTOSATENbHO XPOHUUECKOE 3200 I€BaHIE TTE€YEHH, ITOPAXKAIOIIEE B
OCHOBHOM JKEHIIIUH M XapaKTepU3yIolIeecs THIepraMMario0yInHeEMIEH, HaTHIueM
HUPKYJIHPYIOIUX ayTOAHTUTE, CBA3BIO C JICHKOIMTapHbIMU aHTUreHamu 4yenoBeka (HLA) DR3
n DR4, nepunopTajibHbIM renaTUTOM M OJaronpusTHBIM OTBETOM Ha MMMYHOCYyIpeccuto. bes
nedeHus 3a00J1€BaHNE YacTO BEJIET K IUPPO3Y, IEUCHOUHON HEJIOCTATOYHOCTH U cMepTu. AUT
CUHMTACTCS PEJIKMUM 3a00JICBAaHUEM, €TI0 PACTIPOCTPAHEHHOCTH cocTaBisieT 16—18 ciyuaeB Ha 100
000 >xureneit EBpornbl. Cpeau KOpeHHBIX KuTenel Asscku pacnpoctpaneHHocT AUT
cocraBisiet 42,9 ciydas Ha 100 000 nHacenenus, B HoBoii 3enanauu — 24,5 cioydas Ha 100 000.
B xone npoBenenHoro B Jlanuu o01eHaMOHAIBLHOTO MOMYJIAIIMOHHOTO HCCIIEI0BaHUs OTMEUEH
3HAYUTENbHBIN pocT 3a0oseBaemoct AUIT, kotopas 3a nepuon ¢ 1994 no 2012 r. npakTuyecku
yaBouack, 1OCTUrHyB B 2012 r. pacnipoctpanennocty 24 Ha 100 000. K sTHMUEeCKUM
ocobennoctsiM AUI" otHOCAT TOT akT, 4T0 cpeau adpoaMepHKaHIIEB Yallle HaOIIOaaeTCs
HeyJaya JedyeHus u 0osiee BhICOKasi CMEPTHOCTD MO0 CPAaBHEHUIO C OEJIbIMU aMepUKaHIIaMH, Yale
perucTpupyercs IUpPpo3 MeueHU. Y MEKCUKAaHCKUX METUCOB Yallle 0OHapyXUBAIOT LUPPO3
MIEYEeHHU MIPH EPBOM 00CIIEZIOBAaHNH, a Y TAIIUEHTOB JJATHHOAMEPUKAHCKOTO MPOUCXOKACHUS -
arpeccuBHOE TeueHue (Kak OMOXMMUYECKHU, TaK U THCTOJIOTHYECKH) C BBICOKOW 4acTOTOM
pa3BUTHUA LUPPO3a U XOJIECTa3a. Y JIMI a3MaTCKOTO IPOUCXO0XKICHUS U HEEBPOIIEHCKUX
eBponieon10B ucxoapl AUI Bechma HEOIaronmpusiTHHI.

B naugane 1950-x ronoB mBeackuii Bpad Sn Bansaenctpewm, a 3atem Kunkel et al. onmcanu
HOBBIM BHJI XPOHUUYECKOTO TeraTuTa ¢ ONpeeIeHHBIMU 0COOEHHOCTSAMU -
MIPEIPacIoIOKEHHOCTh K 3a00JIEBAHUIO Y MOJIOJIBIX JKEHIIIMH, HOCSIIETO MPOTPECCUPYIOLTUI
XapakTep TeUeHUs U OOBIYHO CMEPTEIbHBIA UCXO, HAIMYUE apTPaTHH, SHIOKPUHHON
TUCYHKIIMH, KOXKHBIX CTPUI U YTPEBOIl ChINH, OYE€Hb BHICOKUI YpOBEHb UMMYHOTJIOOYJIUHOB B
CBIBOPOTKE KPOBH, KOPPEIUPYIOLIH C MOBBIIICHUEM COJEPKAHUS TIa3MAaTUYECKUX KIIETOK B
neyenu. B 1955 r. y aTux nanueHToB ObUT yCTaHOBJICH (JEHOMEH KJIETOK KpaCHOM BOTYaHKH, Ha
OCHOBAHUU YE€TO MPEATIOKEH TEPMUH «BOJTYAHOUHBIN renaTut». CIycTs AeCATUIETHE STOT
TepMUH ObLI 3aMEHEH TEPMHUHOM «ayTOMMMYHHBIN renaTuT», KOTopblid B 1990-¢ roapl nocie
gyepebl HECKOJIBKUX MPOYNX TEPMUHOB ObUT MPUHAT MexkKayHapOAHON TPYIION O U3YUECHHUIO
AUT (IAIHG). B nactosiee BpeMs ycranoBieHo, uto AVI npencrasisier co00i KIMHUYECKU
0COOBIN CHHAPOM, XapaKTEPU3YIOIIUNCS 3HAYUTEIILHON FeTePOreHHOCTHIO KIIMHUYECKHUX,
nmabopaTopHBIX U THCTONOrHUecKux npossieHuii. 00 AUI cienyer gxymats npu
00cJIe0BaHUY JIIO0OT0 MAIMEHTA ¢ OCTPbIM WJIM XPOHUYECKHM NMOPAKEeHHUEM IeYeHH,
0CO0EHHO NMPH HAJIMYMH THIEPraMMarjo0yJuHeMHH, a TAKKe, TPH HAJTUYHUH
ayTOMMMYHHBIX 3a00JieBanmii. A" MoxeT pa3BUBaThCS B JIFOOOM BO3pacTe U Y JIUIL JTH0O00H
ATHUYECKOH Tpymiibl. B OONBIIMHCTBE UCCIEOBAHNN OTMEUEH OMMOIAabHBIN XapakTep
pacmpeseneHus NaueHToB M0 BO3pacTy Ha MOMEHT OOpaIleHus 32 MEAUIIMHCKON TTIOMOTIIBIO:
OJIMH MUK B JE€TCKOM/TIOAPOCTKOBOM BO3pacTe, BTOPON — B CPEAHEM BO3pacCTe, MEXIy 4-M U 6-
M JIECATUIIETUEM KU3HHU.



Cnekrp kimHn4Yeckux nposisjieHnii AUI" pazHooOpa3zeH — OT OTCYTCTBUS SIBHBIX
MPOSIBJICHUN TOPAKEHUS MIEUYEHH JI0 TSHKETON (POPMBI, MPAKTHUECKH HICHTUYHON OCTPOMY WIIH
MOJIHUEHOCHOMY BUPYCHOMY I'enaTtuty. JlelicTBUTENbHO, IPUMEPHO y 25 % nmanueHToB Ha
MOMEHT OOpaIlIeHus 32 MEUIIMHCKOM MOMOIIbI0 HabIr01at0TCs ocTphle mposiBiaenus AU,
(EHOTUIIMYECKH CXOHBIE C OCTPBIM reNaTUuTOM JApyroi strosoruu. Ocrpoe nposisneane AU
MOJKET OBITH OOYCIIOBJICHO JIByMs PA3IMYHBIMH KIMHHYECKUMH Gopmamu. O HA U3 HUX —
oboctpenune xponnueckoro AUILT, npyras — uctunHbIiA ocTpbiii AUL 6e3 XpoHHUYECKIX
TUCTOJIOTMYECKUX U3MeHeHul. ClielyeT OTMETUTh, YTO Y HEKOTOPBIX NMAallUEHTOB C OCTPHIM
nposisiienueM AUI yposens ummyHornoOynuaa G (IgG) moxer ObITh B Ipeiesiax HOpMBI, a
aHTHUTeNa K raakuM Mbimam (SMA) npu nepBoM CKpUHHHIE MOTYT OTCYTCTBOBATh, B CBS3H C
4yeM, KIIMHUIIUCT MOXKET U He 3anoa03puth AUT'. B Takux ciyyasix 1enecoo0pa3Ho BHIIOIHUTH
0oJiee MUPOKOE U YyBCTBUTEIBHOE CEPOJIOTUYECKOE UCCIETOBAHUE Ha MapKePhl
ayTOMMMYHHOT'O IOpaKeHUA redyeHu. Y ctanoBieHrne ANUI' B kauecTBe NpUYUHBI OCTPOTO
renaTuTa u/uiM MOJHUEHOCHON NIEUeHOYHOM HEI0CTaTOYHOCTH UMEET O0JIbIIOE 3HAUEHUE,
MIOCKOJIbKY MPOMEJIEHUE C MOCTAaHOBKOM JIarHo3a U HayaJloM JIEYEHUs! YXYALIAeT MPOTHO3
AUT', Torga kak CBOEBpEMEHHAsI UMMYHOCYIIPECCUS € UCIOJIb30BAHUEM KOPTHKOCTEPOUIOB
MO3BOJIsIET N30eKaTh HeoOxoaumMocTH TpaHcianTanuu nedenu (TIT). [Tpumepro y 1 /3
MAIMEHTOB KIIMHUYECKas: KapTHHA XapaKTepU3yeTCs HaJIMuUeM OJIHOTO MJIM HECKOJIbKUX
Hecnenupuieckux cuMOToMOB. [lapaMeTpsl GU3NKAaTBLHOTO HCCIEA0BAHNS MOTYT OBITh B
npenenax HopMel. Bo3moxkHa renatoMerainus, HHOT1a ¢ 001610 B 00JIaCTH MPaBOTo MOIpedephs,
cruieHomeranusi. Koraa pa3BuBaercs BbIpaKEHHBIA UPPO3, MOKHO OOHAPYKUTH MPU3HAKI
XPOHHUYECKOTO MOPAKEHHS IEYEHN — JIAJIOHHYIO 3pUTEMY M COCYAUCTBIE 3Be3104ku. Ha
MO3JTHUX CTAJANUSIX JOMUHUPYET KIMHUYECKAsi KapTUHA OopTalbHOM runepren3uu. [Toutu B 1 /3
CiydaeB HaOmMogaeTCsi 0€CCUMIITOMHOE HAYaJIO C IMMOCTEIIEHHBIM ITPOrPECCUPOBaHUEM 0e3
BBIPAKEHHOW CUMITOMATUKU. /IMarHo3 0ObIUHO YCTaHABIMUBAIOT B X0/1€ 00CIe10BaHUS IO
MIOBOJ1y HEOOBSICHUMOTO TOBBIIIEHHSI aKTUBHOCTHU CHIBOPOTOYHBIX aMHUHOTpaHchepas,
00Hapy>KEeHHOT'O MIPH TMCIIAHCEPHOM OCMOTpE JIMO0 B CBSA3H C 00CIETOBAHUEM IO IPYTUM
noBojiaM. OIHaKO Ha MOMEHT YCTaHOBIICHUS JUarHo3a NpuMepHo y 1 /3 B3pocibix u nmoutu y 1
/2 nerelt yxe HaONMIOAAETCS MO3THSS CTAAUA C LIUPPO30OM,

B 3aBucumocTu ot onpesiensieMbIX ayToOaHTUTEN 3a00JIeBaHuE KAACCH(PUIMPYIOT HA ABA WJIH
TPHU NOATUNA. AyTOaHTHTeNa — OCHOBHOM mokazatenb AUI. M3HauanbHO OBLIO MPEAoKEeHO
JBa OCHOBHBIX noaruna, AVI'™-1 u AUI'-2. AUI'-1 xapakTtepu3yeTcsi IpUCyTCTBUEM
aHTuHyKIeapHbix aHTuTe (ANA) W/niau aHTUTeN K riaakoi myckymnarype ( SMA). AUT-2
XapaKTepU3yeTCs HAMTMYUEM CHelu(UIECKUX aHTUTEN THIA 1 K MUKPOCOMAaM MEeYeHH/TI0YEeK
(anTu-LKM1) mu6o, neyacto, antu-LKM Ttuna 3 (antu- LKM3) u/unm anturen x
[IUTO30JIbHOMY aHTHreHy nedeHu tumna 1 (antu-LC1). BHavane 310 neneHue ObUI0 OCHOBaHO
TOJIBKO Ha OTIpe/IeIeHUH LIUPKYIUPYIOLUIUX aHTUTEI, HO BIOCJEICTBUU ObUIN ONUCAHbI U JpYyrue
ormnnuust. OOHapyKeHHE ayTOaHTHTEN K PACTBOPUMBIM ITEYCHOYHBIM aHTUreHaM (aHTH-SLA),
KOTOpBIE, KaK 0Ka3aJ0Ch BIOCJIECTBUU, HIEHTUYHBI paHee OMMCAHHBIM aHTUTeNaM K OeJIKkaM
MICYCHU/TIODKETYI0YHOH xKele3nl (aHTH-LP) 1 mosTomMy Ha3BaHbl anTHTETaMU aHTH-SLA/ LP,
3TO MO3BOJIHIIO BBLAENUTH TpeTuil moarun — AWI-3. Pazmuuus mexny AUT-1 u AUT-3
BbIpaKeHbI MeHbIle, ueM Mexay AUD-1 u AUT-2. HekoTopsle aBTOpbI OTMEUaroT 0ojiee
TSDKEJI0€ TeueHHe 3a00J1eBaHNs U He00X0JMMOCTh UMMYHOCYIIPECCUU Ha MPOTSKEHUHU BCEeH
KHU3HHU y OOJIBIIMHCTBA, €CIIM HE Y BeexX nmanueHToB ¢ AUI-3. YV B3pocibIX 3HaUUTENbHBIM
tuTpoM cunrtaercs 1:40 u Beie npu BemonaHenu PHU®. V nereit na quarnos AUI



yka3biBatoT TUTpbl ANA ninn SMA 1:20; antu-LKMI 1:10, ecniu ux o1ieHUBAIOT B KOMILIEKCE C
APYruMH Ja00paTOPHBIMH U KIIMHUYECKUMU TTOKA3aTENISIMHU, YKa3bIBAIOIIUMH Ha JaHHOE
3aboieBaHMUE.

Bapuanrbl AUI 1 X0J1ecTaTHYECKOT0 NMOPAKEHHU S NIeYeHH

VY HekoTopsix nampeHToB ¢ AU HabmonaroTes 1100 0JHOBPEMEHHO, JIN00 MOCIIe0BATEIEHO
BO3HUKAIOIINE KIMHUYECKHE, OMOXUMHUECKUE, CEPOIOTUIECKUE 1/ TUCTOJIOTHYECKHE
nposisiieHus 116X nu6o I1CX. 1, Ha060poT, y HEKOTOPBIX MalueHToB ¢ fuarno3zom 116X num
[1CX umetrorcs nposinenuss AUD. CeroHs a1 onucaHus STUX SBJICHUH y MallUEHTOB C
nposiBiieHussMu kak AUIT, tak u [1BX nnm IICX ucnonb3yercss HECKOIbKO TEPMUHOB, B
YaCTHOCTH «HACJAUBAIOIIMECH CHHAPOMBDY, «renaTtuTHbie popMbl [1BX», «BTOpHUYHBII
ayTOMMMYHHBIN T€NaTUT», «ayTOUMMYHHBIM XOJIAHTUT», «@yTOUMMYHHBIN CKIEPO3UPYIOLINN
XOJIAaHTUT», KKOMOMHHUPOBAHHBIN TelaTUTHBINA/X0oNecTaTnyeckuil cuuapom». Hanbonee
MOJAXOJAIIEN TEPMUHOJIOTHEN B OTCYTCTBHE SICHOTO IIOHMMAaHUS ATOT€HE3a 3TUX BAPUAHTOB
MIpe/ICTaBIsIeTCs OMUcaTelIbHOe 0003HaUeHUE 3TUX BapuaHTHBIX ¢popM (Hanpumep, IIBX ¢
npuzHakamu AUT). OGienpu3HaHHble KpUTEPUN ITUX BAPHUAHTHBIX COCTOSTHUI OTCYTCTBYIOT,
MIO3TOMY B Pa3HbIX UCCIIEJOBAHUSX IPUMEHSIOT pa3IMuHble XapaKTePUCTUKHU 3TUX 3a00JIeBaHUil.
CreneHb NepUNoOpPTAIbHOIO renaTuTa MOKeT CYUTATHCS Mepoil akTuBHocTH AUT -
10A00HOr0 3200/1¢BaHNS HE3ABHCHUMO OT HAJIMYMS CONMYTCTBYIOLIEr0 X0J1eCTATHYECKOI0
nopakeHusi neyeHu. ETHOro MHEHUS 0 IaTOreHe3e 3TUX BapUaHTHBIX (OpPM TOKa HE
CJIOKHJIOCH, OCTAECTCS HEBBIICHCHHBIM, MPEICTABIIICT JIM JaHHBIA CUHIPOM OTACIbHYIO
Ho30J0TH4YecKyI0 (hopmy mu60 310 BapuanT [1bX, [ICX nnu AUT'. Cnenyer y4uThIBaTh, 4TO
BapuaHTHbIe popmbl AUI He crienyeT runepAnarHocTUPOBaTh, 1a0bl HE MOBEPrHYTh
nanuenToB ¢ [IbX nwnu [ICX HeonmpaBaaHHOMY pUCKY TOOOUYHBIX 3((HEKTOB TEpanmuu
KOPTUKOCTEPOUIaAMHU.

Coueranue nposiiienuid AUI" u I1BX. B nieiom cunraercs, 4To pacipoCcTpaHEHHOCTb
Bapuanta AUT-IIBX cocrasisier 8—10 % cpenu B3pocibix ¢ nuarHosom 116X wim AUT'. B
Hacrosiee BpeMs A auarHoctuku Bapuanta AUI-116X yvame Bcero npumensitor [apuskekue
KPHUTEepPHH — HAJIMYUE HE MEHEee JABYX U3 TPEX OCHOBHBIX KPUTEPHEB KaXKJIOTO 3a00IEeBaHUSI.
Hanpumep, nas [1bx: 1) aktuBHocTh mea04uHoi pocdaraspl (LLIP) > 2 x BI'H (Bepxuss
rpaHuna Hopmsl) win y-rayramuiarpancgepassl (I'T'T) > 5 x BI'H; 2) nanuuue anTH-
MHUTOXOHJAPHATBHBIX aHTUTEJN (AMA); 3) BbIpaskeHHbIE NOPAKEHU KeJTYHBIX IPOTOKOB B
OuomncuiinoM npenapare nedenu; 11 AUI: 1) akTHBHOCTH aJJAHMHAMHUHOTPaHc(epa3bl
(AaAT) =5 x BI'H; 2) ceiBopoTouHblii ypoBenb IgG > 2 x BI'H nam npucyrcresue SMA; 3)
B OMONICMIIHOM Npenapare Ne4YeH!u yMepeHHbIN WIH BbIPAKEeHHBbIH NepUNoOPTAIbHbIN WU
nepucenTAJIbHbIN JUM(OUUTAPHBIA MEJIK0O0YAroBbIi CTYNEHYATBI HEKPOo3. B
PEKOMEHIALMSX T10 JICUCHUIO XOJIECTaTUYECKUX MOPAKEHHUM MEUEHU OTMEUYEHO, YTO 3TH
BapUaHTHI BCEria CleyeT UMETh B BUAY, €ciH nuarHoctupoBanubiil [IBX cnabo pearupyer Ha
MpUMeHeHHe ypcoae30kcuxoieBoit kucnoTsl (Y IXK), mockonbKy 3To CBS3aHO ¢ BBIOOPOM
0Cc0o00¥ TaKTUKHU JieueHus (Hampumep, UMMyHocytpeccun). OJHOBpeMEHHOE HaJIUIne
MPU3HAKOB 000MX 3a00JIeBaHUN — OOBIYHOE SIBIIEHHUE, OJHAKO CIIEyeT OTMETUTh, YTO B
oTIenbHBIX caydasx Hayano AUI no BpemeHu He cooTBeTcTBYET pa3BuTHio [16X — 06b14HO
I1B1] pa3zBuBaetcs panbiie. Tem He MeHee, B OOJIBITMHCTBE CTy4aeB MOKHO YCTAHOBHUTD OJ/THO
MEPBUYHOE PACCTPOUCTBO (HoMuUHUpYIoliee 3aboneBanue). O0braHO 3710 [1HX.



Coueranue nposisaenuit AU u IICX. CocymectsoBanue npusHakoB AUI™ u IICX onucano u
y netel, u y B3pocisix. [Ipennomnaraercs, 4To Takasi KOMOMHAIUS HAOIIOJAETCs Y 3HAUUTEIIbHOM
4acTH MAlMEHTOB MOJIOJIOIO BO3pacTa ¢ ayTo- MMMYHHBIM IopaxeHueM nedeHu. K coxxanenuto,
JMarHOCTUUYECKUE KPUTEPUN ITUX COCTOSHUI ONIPEEIEHBI ellle XyKe, yeM Julsl Bapuanta AU -
[16X. B pe3ynpraTe ony0aMKOBaHHBIE [TOKA3aTEIN PACIPOCTPAaHEHHOCTH BECbMa PA3HSITCSL.
Yarme Bcero peus uaet o0 ypoBHE pacnpocTpaneHHOCTH puMepHo 7—14 %. Jluarnos [1CX
KPYITHOT'O MTPOTOKA BCEr/a J0JKEH ObITh OCHOBAH Ha TUIIMYHOM XOJIaHTHOrpauuecKoi
kaptuHe. [Ipu 3TOM ciielyeT yuuThIBaTh, YTO JIO’KHAsE KApTHUHA CKJIEP03a BHYTPUIIEYEHOUHOTO
OUIMapHOTO JepeBa BO3MOXKHA MPH JIF0OOM 3a00JIeBaHUH TIEYEHHU C OOMHMPHBIM GHOPO30M U
Y3€JIKOBOI pereneparuei uim npu nuppose neueHu. Kpome toro, MarHuTHo-pe30HaHCHas
xoJaH- ruonankpeatorpadus (MPXIII') MokeT qaTh J0KHOMOJIOKHUTEIbHBIA PE3yabTaT
BCJIE/ICTBHE HEJOCTaTOYHO BBHICOKOW crelu(UIHOCTH. B HEKOTOPBIX CiIydasX OTMEUaroTCs
BapuaHTHble popMbl [ICX MenKkUX NpOTOKOB (HOpMaJibHas XOJaH- THOTpaMMMa) B COUETaHUH C
AWT', ogHako cienyer ckazarb, 4yTo npuMepHo y 10 % nmanuenTtos ¢ TunuuabiM AUT ¢ unu 6e3
SI3BEHHOTO KOJIUTa MOT'YT HaOII0AaThCs TUCTOJOTMUECKHE TPU3HAKY MTOPAKEHUS KETIHBIX
MIPOTOKOB, YTO JIEJIA€T 3TOT AUArHO3 0COOEHHO HEOoNpeesieHHbIM. B KiIMHMUecKoil mpakTrke
mrarno3 AUT-IICX ycTaHaBIMBaIOT MalUEHTY € BRIPAKEHHBIMU X0JIaHTHOTpadhUUeCKUMU HITH
rucronoruueckumu npuszHakamu [ICX B coyetanuu ¢ (pKUMH OMOXUMUYECKHMU,
CEPOJIOTUYECKUMU U THUCTONOrnYecknuMH nposisieHussMu AUT. ITanmentsl ¢ npusnakamu AUT n
[ICX Takxke Hyx)xnarorcs B uMMyHocynpeccun. MPXIII pekoMeHyeTcs BBIOJIHATD
MPAKTUYECKH BCEM MOJIOIbIM B3pocibiM ¢ AT 1 nmposiBIEHUSIMH X0JIecTas3a, a TakxKe
nanuerTam ¢ AUT ¢ mpogomkaromumMces XoIecTa3oM (J1ake pu YCIOBUHU aJIeKBaTHOM
MMMYHOCYIIPECCHH) C 11eJbI0 BBIABUTE [ICX Kak OCHOBHOE WJIM COMYTCTBYIOIIEE 3a00JICeBaHUE.

BupycHblii rematut u AU’

Ectb MHenue, uto y BocnpuuMumBbIX ULl AVT" MOKeT ObITh MHAYLIUPOBAH BUPYCHBIMU
nHpexkuusmMu. OnucaH Hebli psa TaKuxX ciiydaeB. MolieKylispHas MUMUKPHUS MEXTY
BUPYCHBIMH 3MUTOIAMH U 3MIUTONAMHU ayTOAHTUTE€HOB MOATBEPKIAE€T KOHLETILINIO BUPYC-
uHaynupoBanHoro AUIT. C npyroit CTOpoHBI, UMEIONTHNECS HEMHOTOUNCICHHBIC IMyOJIUKAIUU HE
JIUIICHBI TUarHOCTUYECKON CUCTEMaTUYECKOM OMOKH IBYX BUJIOB. Bo-MepBhIX, y MallMeHTOB C
Cy0- KIMHUYECKUM paHee He pacrio3HaHHbIM AUID nuarno3 Mo>ket ObITh YCTAaHOBJICH IIPU
CIIy4ailHOM pa3BUTHUU BUPYCHOTO remnatuta. Bo-BTopeiX, y nauueHtos ¢ octpbiM AUI™ u
BBIPKEHHOM TrUIepraMmarioOyInHeMHe MOTYT HaOII0AaThCs J0KHOTIOJIOKUTEIIbHBIC
pe3ynbTaThl CEPOAMArHOCTUKH BUPYCHBIX MapkepoB. C ipyroil ctoponsl, pazsutue AU nimn
npuszHakoB AUI" Takxke 0OTMEUEHO y HEKOTOPBIX MNAllMEHTOB ¢ renaruroM C nocne jieyeHus
uHTEPPEPOHOM-0, 1 PEAKO BO BpeMsi ocTporo remnatuta C naxe mocie JIMMHUHALIMY BUpYCa.
HuddepenunanpHas nuarnoctuka Mexay AUTD u xponnyeckum rematutom C B mpoiioM Obia
CII0OHA, B YACTHOCTH, U3-32 UMMYHOCTUMYIUPYIOUX MOOOYHBIX 3G (deKToB HHTEpPEepoHa-a,
OJIHAaKO BCJIEJICTBUE BHEAPEHUS O€3bIHTEPPEPOHOBBIX CXEM JICUCHHUS 3TO OOJIbIIE HE SABISETCS
KIuHUYeckoi mpobiemoii. 'ematut C ciieayer jJe4uTh B NepBYIO ouepeab. Eciu
BOCTIAJIUTENBHOE NMOPAXKEHUE MEUEHU COXPAHAETCs, cleayeT noaymMaTs o auarnoze AL

AHNI de novo y naniueHTOB, NepeHeCInX TPAHCIVIAHTALMIO NTeYeH!

AWT unmu AUT-iogoOHBIN CHHIAPOM MOXKET pa3BUBATHCS KaK y B3POCIBIX, TaK U y AeTel mocie
TII mo moBoy nApyrux 3abonesanuii. [logoOnyro cutyanuro HassiBatoT AUI de novo, xoTs



00J1ee YMECTHBIMH MOKHO CUMTATh JPyrue Tep- MUHBI, TAKHE KaK «ITOCTTPAHCIUIAHTAIIMOHHBIH
MMMYHHBIN T€NaTHT» WIH «TUCPYHKIUS TpaHCIUIaHTaTa, UMUTHpYyromas AU,
«IMOCTTPAHCIUIAHTALIMOHHBIN TUIa3MOLUTAPHBII FenaTUT», MOCKOJbKY [IEPECAKEHHBIE
renaTouuThl, IPSIMO T'OBOPS, HE SIBJIIOTCS «CBOMMMU» JUIsl OpraHU3Ma U, COOTBETCTBEHHO,
IIPOLIECC B CTPOTOM CMBICJIE HENb3s CUMTATh AyTOUMMYHHBIM. Tak uiau uHaue, HO
CBOEBPEMEHHOE Paclo3HaBaHUE 3TOTO COCTOSIHUS [TO3BOJISET U30€XKaTh OTTOPKEHUS
TpaHcIutanTara u eme ognoit TII, a Taxke oOecrieurBaeT 60s1ee BRICOKYIO IPOAOKUTEITLHOCTh
KU3HHU, YIUTHIBas 3P(PEKTUBHOCTH O0JIE€ aKTUBHONM MMMYHOCYIIPECCUU C TPUMEHEHUEM
KOPTUKOCTEPOHJIOB U a3aTUOIPHHA, Kak npu uauonarudeckom AL, AccouunpoBaHHbIe
ayTOUMMYHHbIE COCTOSIHUA

AN acconumupoBaH ¢ HATMYUEM LIMPOKOTO CIIEKTPa APYIMX ayTOMMMYHHBIX WIH
MMMYHOOTIOCPEIOBAaHHBIX 3a00sieBaHui. Takum 00pa3om, MpecTaBiseTCs 1eaecoo0pa3HbIM
nanuentoB ¢ AUI" 6onee rimyboko oOciie1oBaTh Ha APYTrHe ayTOUMMYHHBIE 3a00JIeBaHUs,
0COOEHHO Ha AyTOMMMYHHBIN TUPEOUANT, KaK Ha dTare yCTaHOBJICHUSI TUarHo3a, Tak u
PETYISpHO B MEPUOJ JUCTIaHCEPHOTo HabmoaeHus . [loMrMo Hamu4usi ayTOMMMYHHBIX
3a0osieBanuii y camoro namuenta ¢ AV onu ¢ 6osee BHICOKON YaCTOTOM BCTPEUAIOTCS y
POJICTBEHHUKOB MEPBOM CTEMEHU ITUX OOJIBHBIX, TIOATOMY HEOOXOAUMO TITyOOKO aHaJIU3UPOBATH
CEeMENHbIN aHaMHe3. JINYHBIA 1 CeMEWHBIN aHAMHE3 TAK)XKE TIOMOTaeT BBISIBUTh PEIKUE BAPUAHTHI
AUT BcaeacTBue ayTOCOMHO-PEIIECCHBHBIX T€HETHUECKUX a0eppalinii, HalpuMep CHHIPOM
APECED (cunapomM ayTOMMMYHHOU TTOJIM3HIOKPUHOTIATHH, KaHIU03a, IKTOAePMaIbHOM
TUCTPO(HH), TaKKEe U3BECTHBIN KaK ayTOMMMYHHBIN MTOJUTIIAH Y IIPHBIA CHHAPOM 1-T0 THTA,
KOTOPBIM BBI3BaH MyTalMsIMU TreHa ayroumMMmyHHOU perymsiniuu (AIRE) n xapaktepusyercs
XPOHUYECKUM CIU3HUCTO-KOXKHBIM KaHIUI030M, SKJA0TEPMalIbHOM TucTpodueil 1 ayTOuMMYHHON
JEeCTPYKIMEeH HECKOJIbKUX 3HJOKPUHHBIX OPraHOB, IPUBOAIIEH TJIaBHBIM 00pa3oM K
TUIOINapaTupeo3y, HeI0CTATOYHOCTH KOPbI HAIMOUYEYHUKOB U MOJIOBBIX KeJle3 Y HKEHIIIH.

XapakrtepubiM 1t AUI saBasiercs:

2. Jlnarno3 AUI ciemyer momo3peBarh y Jr000T0 MaMEHTa ¢ OCTPHIM U XPOHUYECKUM
MOpaXEHUEM MeYeHH, 0COOEHHO Ha (hoHE runepraMmarioOyTMHEMHH.

3. Baxxnyto poJib urpaet ObICTpas CBOEBPEMEHHAs AUArHOCTHUKA, TOCKOJIbKY HenedeHblid AUT
XapaKTepPU3yeTCsl BHICOKOW CMEPTHOCTHIO.

4. TTpumepno y 1/3 B3pocnbix u 1/2 nereit c AUl Ha MomeHT oOpalieHus 3a MeIUIUHCKON
MTOMOIIIBIO0 UMEETCSI IUPPO3 TICUCHH.

5. Bo3moxHo octpoe nposiBienue AUI n1bo BHe3anmHOe 000CTpeHue paHee He
muarHoctiupoBanHoro ANUID unu Havano octporo AUI™ 6e3 rucTosIornyeckux H3MEeHEHHHH,
XapaKTEePHBIX JUI XPOHUYECKOTO 3a00I€BAHNUS .

6. AUT cBsi3aH ¢ pa3IU4HBIMU APYTUMH ayTOMMMYHHBIMH 3a00JI€BaHHUSIMHU.

7. Beem netsim ¢ quarnozom AUI crnienyer BeimonHsATs (MP-) xonanruorpaduro st
uckmoueHust ACX (11-2).

8. [Taumnentam ¢ AUI" u nuppo3oM cieayeT npoBoauTs ¥Y3U kaxable 6 Mec. € 1eJIbl0 CKPUHUHTA
I'1P.



9. B x0/1€ KOHCYIBTALIMU C MAUEHTAMU CIIEAYeT 00CYXaAaTh Mepbl Y D-3alIUTHI IPH
IPUMEHEHNH UIMMYHO/IETIpECCaHTOB. PekoMeHiyeTcst HabIroIeHHe y IepMaToJIora Juis
HCKJIFOYECHHSI HEMEIAaHOMHOIO paKa KOKH I10CJIE JJIUTEIbHON UMMYHOCYIIPECCHH.

IInan oOc/ie0BaHUA M JHATHOCTHYECKHE KPUTEPUH

Juarno3 AWUI" 0ObIYHO OCHOBAH Ha TUIIMYHBIX MTPOSBIICHUAX 3a00J1€BaHUS U UCKIIOYEHUH
JPYrux NPUYUH XPOHUYECKOTO nopaxkeHus neuenu. I'pynnoii skcriepros IAIHG B 1993 r. Obuin
kogudumpoBansl Auarnoctndeckue kpurepun AUL u muarnoctuyeckas cucrema
KOJIM4eCTBEHHOU o1leHKU. B 1999 r. oHM ObLIM IepecMOTpEHBI, @ HETABHO MPEAIOKEHBI B
YIPOIIEHHOM BUJE JUIs TOBCE- THEBHOTO MPUMEHEHHS B KIIMHUUYECKOM NMpaKTUKe

Kpurepun 1MarHocTHKHA ayTOUMMVHHOI'O IFeNaTUTA, HA KOTOPbIX OCHOBAHA
MUATHOCTHYECKAH 0alIbHasA cucTeMa, npeaioxkeHuas B 1999 r. IATHG

JlocToBepHbLIN nuarno3s AU

1. HopmanpHblil ypoBeHb 0.1 -aHTUTPUIICHA

2. HopwmanbHBI ypOBEHB IepyI0IIIa3MIHA

3. HopmanbHbIii ypoBeHb kese3a u eppuTrHa

4. OtcyTcTBYeT akTHBHAsI UH(EKIMS, BbI3BaHHAsI BUpycamu remnatuta A, B, C
5. ExenneBHoe notpebneHue ankorois <25 r/cyr

6. OrtcyrcTBHE B aHAMHE3€ HEJaBHETO ITPHEMa I'elaTOTOKCHYHBIX IPernapaToB
7. Tlpeobnanaer moBbiieHHass akTUBHOCTh ACAT/AnNAT

8. ¥Yposens y-rnmobymunoB wim [gG > 1,5 x BI'H

9. ANA, SMA, aatu-LKM1 > 1:80 y B3pocnbix u > 1:20 y nereit

10. AMA oTCyTCTBYIOT

11. Tucrosiorus nevenu - [lepunopranbHbIil reMaTuT, yMEPEHHBIN WM TSHKEIBIN
12. OrcyrcTBUE OpaXkeHHs OUIMAPHOTO JIepeBa, FPaHyJieM WM BbIPAXKEHHbBIX U3MEHEHUH,

XapaKTepHBIX JUIsl IpYyroro 3a001eBaHus

BeposiTublii inaruo3 AU

Yactuunslil gepuuuT ol -aHTUTpUIICHHA
JIMarHoCTHYECKU HE3HAYMMBbII ypOBEHb Liepy I0IIa3MUHa/Me I
JIMarHoCTHUYECKN He3HAYMMbIE U3MEHEHMsI XKelle3a u/uiu GpeppuTuHa
OtcyrcTBYyeT akTUBHas MH(EKLKs, BbI3BaHHAs BUpycamu renatuta A, B, C
ExxenneBHoe notpebdaenue ankoross < 50 r/cyt
OtcyrcTBHE B aHAMHE3€ HEIABHETO NTPUEMA FeNaTOTOKCUYHBIX [TPenapaToB
I'uneprammarnoOynuHemMus 110001 cTeneHn
[IpeoOmnanaet nmoBbImieHHas akTUBHOCTh ACAT/ANAT
ANA, SMA, antu-LKM1 > 1:40 y B3pocnsix

. pyrue ayroanTturena

. [lepuniopTalIbHbIN T€IATUT, YMEPEHHBIN UIIU TSAKEIbIN

© N R WNRE
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. OTcyrcTBHE MOpaskeHHs OMIIMAPHOTO JIEpeBa, IPaHyJIeM WM BbIPaXXCHHBIX U3MEHEHUH,
XapaKTepHBIX Ul APYroro 3a00JIeBaHus



OueBuHbBIE IPOSBICHUS MO3BOJISAIOT 3amo0A03puTh AWI', a mpumeHeHne omyOIMKOBaHHBIX
KpUTEPUEB — IOCTABUTH JuarHo3. K cokanaeHuto, B 3HAUUTEIBHOM YacTH ClIy4aeB AUarHo3
IIOCTaBUTh TPYAHO. PekoMenayeTcst HalpaBUTh NAllMEHTa K IeNaToIory ¢ ONbITOM JUarHOCTUKHU
u neyenuss AUT. Y nauueHToB ¢ 6ECCUMIITOMHBIM HA4aJIOM H MMOCTENECHHBIM
MIPOTPECCUPOBAHUEM O€3 SIBHBIX CUMIITOMOB JIMAarHo3 Oy/eT OCHOBAH TJIaBHBIM 00pa3oM Ha
1a00paTOPHBIX JaHHBIX. TakuM 00pa3oMm, IMJIaH 00c/IeJ0BAHUS BKJIIOYAET TaKUe [ICHTPAbHBIC
AIIEMEHTBHI, KaK HUPKYIHPYIOUINE OpraHoOHECTIeNN(HUYECKUE ayTOAaHTHTENA, ACCOLIMMPOBAHHBIC C
MOJIMKJIOHAJILHOM runeprammariioOyauHeMuei, 1 TUIIMYHAsI UM XapaKTepHas THCTOJI0rHYecKas
KapTHHA B OTCYTCTBHUE MapKEpOB BUPYCHOTO renatuta. ['mcrosornueckoe ucciae10BaHue TaKxKe
CIIY’)KUT OCHOBOH /Il yCTAaHOBJICHUS JMarHO3a

1. AUT" — 310 kauHMYeckuii quaruo3. {uarno3 AU mpexae Bcero ocHOBaH Ha
0OHapy)KeHUH ayTOAHTUTEII, TUIIEPraMMarjio0yIMHEMUH U TUIIMYHOM WU XapaKTepHOI
TUCTOJIOTMYECKOW KapTHUHBI.

2. [NoBbreHnsIit ypoBeHb [gG, 0cOOEHHO B OTCYTCTBHE ITUPPO3a, CITYKHUT OTIHYUTEIHHBIM
npuzHakoM AUI'. CenextuBHoe nossiienue 1gG npu orcyrcrBuu noseimenus IgA u IgM
ocobeHHOo xapakTepHo ans AUT.

3. Hopmanwnsid ypoBers 1gG wim y-rio0ynuHa He uckiodaet quarao3 AWUL. Y GonpmnHCTBA
MAIMEeHTOB MOCJIe Hayalla JIeYeHHs HaOro1aeTcsi CHIKeHue yposHs 1gG

4. Iupkyaupyrolire opraHoHeCTIeIIM(UIECKUE aHTUTENIA OTIPEIEISIOTCS Y OOJBIITUHCTBA
nanuenToB ¢ AUT. TIpodunupoBanue ayroaHTUTEN TPUMEHSIOT IS CyOKIacCu(PpUKaAIUN
nanuenToB ¢ AUl — AUT-1 (ANA w/unmu SMA-nosutusabie); — AUT-2 (LKM1, LKM3 n/mmm
LC-1 nosurusnsbie); — AUI-3 (SLA/LP-no3uTtuBHbIC). KitnHu4eckas 3HaYMMOCTD JaHHOU
cyOKkitaccuuKalum moka He onpeaeneHa

5. Henpsimast uMMyHOIr0OpeclieHIIns CITY>KUT METOJIOM BbIOOpa B Ka4eCTBE CPE/ICTBA
muarHoctuku ANA, SMA, LKM u LC-1. Ummynoananu3s (tBepaodaszusiii MDA, Be- crepH-
OJIOTTHHT) CITY’)KUT METOJIOM BbIOOpa npu auarHoctuke SLA/LP. MeToabl 1 OporoBbIe
3HauYEHUS JOJDKHBI ObITh yKa3aHbl J1abopaTtopueit

6. 'ucromoruyeckue MMPOSABJICHUS I'CllaTUuTa — NPEANOCHII- Ka K YCTAHOBJICHHUIO IWUAT'HO34a AUT.
I'ucronornueckoe uccieoBaHUEe HOKHO OBITH YaCThIO IISCPBUYHOTO O6CJ'ICI[OB8.HI/I$I nanueHTa

7. Mopdonornueckux nposiBieHuid, naTorioMoHnyHbIX 17151 AUT, He ycranoBneno. Ha AUT
YKa3bIBA€T MEPUNIOPTAIbHBIA FE€NATUT, IEPUIIOPTAIBHBIA HEKPO3, SMIIEPUIIONIE3 U
renaTolUTapHbIE PO3ETKU. DTU MPU3HAKU NATOJIOT JOJKEH YKa3bIBaTh IOMUMO BBIPAKEHHOCTH
renaruta (MAT) u craguu 3aboneBaHus

8. [lepurieHTpanbHbII HEKPO3 MOKET HabmoAaThes pu octpoM Hadane AUI. OH HeoTIHYUM OT
JITIIT

9. Ynpomennas mkana (2008) IAIHG ciyXUT HHCTPYMEHTOM ISl HCTIOJIb30BaHMS B
noBceqHeBHOM knuHUYeckoi npaktuke (I1-2). C yueToM oTBeTa Ha JIeYeHUE TIEPECMOTPEHHAS
mkana (1999) IAIHG no3BosisieT oCTaBUTh TUarHO3 B TPYIHBIX CUTYAIUSIX



10. Ecim y B3pocibix ¢ AUT onpenenstoTcs: XonecTaTHIecKue 1abopaTopHble N3MEHEHUS,
CIIEyeT paccMOTpPETh Ienecoobpasnocts (MP-)xonanruorpaduu a1t JUarHOCTHKA
CKJIEpPO3UPYIOLIETO XOJIaHTUTa

11. Kak Ha 3Tarne yCTaHOBJICHUS JUATrHO3a, TAK U B TIEPHO] HAOIFOICHUS MOKHO BHJICTh
coueranue npuzHakoB AUI" u xonecrarnueckoro 3aboneBanus neueHu. [lannenTos ¢
MIpU3HAKaMU XoJiecTasa cieayer oocnenoBath kak Ha [1BL, Tak u na IICX

JuddepenunaibHast JMATHOCTHKA AaYyTOMMMYHHOTI'0 I'ellaTUTa
Jlpyrue ayrouMMyHHbIe 3a00/1eBaHUS NeYEeHH:
— IePBUYHBIA OMIIMApHBIN [TUPPO3

— IEPBUYHBIN CKJIEPO3UPYIOLINHN XOIAHTUT (BKJIOYask IEPBUYHBIN CKIEPO3UPYIOIINNA XOJaHTUT
MEJIKUX [TPOTOKOB)

— 1gG4-acconmupoBaHHBIN XOJIAHTUT

XpoHuyecKkHuii BUPYCHBbIN I'enaTuT:

— XpoHMYecKui renatut B ¢ wim 6e3 renatuta D

— XpoHndeckuit renatut C

- Xonanruonartus Beaeactsue BUYU-unbexmmm

- AnkorosbHasi 00JIe3Hb [TEYEHH

- JlekapcTBEHHOE NMOpaXEHUE IEUECHU

- 'panynemMaro3HbIi renaTut

- 'emoxpomaros

- HeankoronbHblil cTearorenaTut

- Jledunut al-anturpuncuna

- bone3ns Bunbcona

- CucreMHas KpacHasi BOJTYaHKa

- Lenunakus

Jleuenne AU

Henb neuenuss AUl — nocTukeHue MoTHON peMHUCCHU 3a00JIeBaHus U TPEJOTBpAIllCHHE
MIPOrPECCUPOBAHUS MTOPAXKEHUS MTeUeHH. J[J1s1 3TOro He0OX0IMMa MPAKTHYECKU MTOCTOSTHHAS
MOJIEPKUBAIOIIAs TePaIUsl UM UHIYKIUS YCTOUYMBONW PEMUCCUU C TIOCIEAYIOIEH OTMEHOU

JICUCHUA (,[[OCTI/I)KI/IMO y MEHbIIIEH YacTu HaI_II/IeHTOB). COBpCMeHHBIC CXCMBI

HMMYHOCWPCCCHBHOﬁ TCpaIlliu OCHOBAHLBI HA PE3YyJIbTATax HCCHCHOB&HHﬁ, OHY6JII/IKOB8.HHBIX



riaBHbIM 00pazom B 1970-1980-e roapl. B xo1e 31X nccnenoBanuii ObIJIO yCTAHOBIICHO, YTO
HeJICUeHBI YMEepEHHBIN WK Tsokenbiid AV (cuBHOM HEKpo3 B OMOMNTATaX MEUYeHU, aKTUBHOCTD
AcAT > 5 BI'H, ypoBens y-rnodynuna > 2 BI'H) xapakrepu3yercsi O4eHb IUIOXUM IPOTHO30M,
a MMMYHOCYIIPECCHUBHAs Te€parnusl ylyqlaeT OMOXUMHUYECKUE TIOKa3aTenn (PyHKIMH T1EYEHH,
CHIDKAET BBIPAKEHHOCTh CUMIITOMOB U IPOJIIEBAET XKU3Hb NAI[UEHTOB. Pe3ynbraTel
MHOTOYMCIEHHBIX KOHTPOJUPYEMbIX KIMHUYECKUX UCCIIEIOBAaHUI CBUIETENBCTBYIOT 00

3P PEKTHBHOCTH KOMOMHUPOBAHHON Teparnuy NPeIHU30HOM U a3aTHONPHUHOM WU

MOHOTEpAanuu MpeIHN30HOM B 00Jiee BBICOKHX J103aX MpH Tskenol popme AUTL.

KopTtrkocTtepounipl CHUKAIOT aKTUBHOCTD IMATOJIOTHYECKOTO MpoIiecca B IEUYEHH, YTO
00YyCJIOBJICHO UMMYHOCYITPECCUBHBIM BIIMsIHUEM Ha K-KJIeTKH, MOBBIIIIEHUEM aKTUBHOCTH T-
CyNpeCCOPOB, 3HAUUTEIBHBIM CHUKEHHEM MHTEHCUBHOCTH AyTOMMMYHHBIX PEAKIIUH,
HaIpaBJICHHBIX MMPOTHUB TeMaTonuToB. O0E CXEeMBI JIeueHUsT OAMHAKOBO A((HEKTHBHBI; TIPH 3TOM
BO3HHUKAET KIIMHUYECKAsl, ONOXMMUYECKAs U TUCTOJIOTHYECKAsi peMHUCCHS 3a00JIeBaHUs, a TAKKE

YBCIUYNBACTCA BEIXKUBACMOCTD

KomOuHMpoBaHHas Tepanust XapaKTepru3yeTcss MEHBIIIEH 9acTOTON BO3HUKHOBEHUS
060YHBIX A((HEKTOB [0 CPAaBHEHUIO C MOHOTEpANHEl BHICOKUMH 103aMu IipeaHu3osiona (10 %
1 44 % COOTBETCTBEHHO), MIOATOMY MPEANOUTUTEIbHA Y TeX O0IbHBIX, KOTOPHIE XOPOIIO
MEePEeHOCAT a3aTHonprH. OHA 0CO0EHHO MOKA3aHA KEHIIMHAM B IIOCTMEHONAay3e, 00JbHBIM C
Ja0MJIbHOM rUINepTeH3uell, JaduIbHbIM 1Ma0eTOM B JIerkoil (popme, IMOIUOHATbHOM
HEYPABHOBENIEHHOCTbI0, IK30I€HHBIM OKHUPEeHNeM, YTPSIMH HJIH 0CTEONOPO30M.

Pe3epBHBIMI/I npernapartaMu ABJISAIOTCA HUKIIOCIIOPUH A.
B TepMI/IHaJIBHOﬁ craguu ME€ToJ0M BBI60pa ABJIACTCA IIEpECaKa IICYCHU.
PeKOMeHIlyeMBIe CXEMbI JICUCHUA

MonHoTepanusi IpeJHU30HOM MOKA3aHA OepeMeHHbIM WM NJIAHUPYIOIIUM OepeMeHHOCTh
JKEHIIIMHAM, 00JIbHBIM, Y KOTOPBIX HMEKTCS HOBOOOPA30BaHUs, a TAKKe Tsxkeaasa ¢opMa

HUTONMCHUH, CBAA3AHHAS C THNICPCIVICHU3MOM.

[Tpu MOHOTEpanuu CTEPOUIHBIMU TOPMOHAMHU BBIpayKEHHbIE T0O0YHBIE H3PPEKTHI HE
pa3BHUBAIOTCS, €CIIU KypC JIEYEHUsI COCTABIIIET MeHee 18 Mecsles, a 103a MPeIHN30JI0Ha HE
npesbimaeT 10 mr/cyt. [1oaToMy AaHHYIO CXEMY MOHO MCHOJIb30BaTh y OOIBbHBIX, KOTOPHIM

npeanojiaracTcsa nNpoBeCTU KOpOTKI/Iﬁ (6 MCECALICB NI MCHCC) KypC JICUCHUA.

HayaabHasg Tepanus




[TockoybKy Bce MMMYHOCYITPECCAHTHI 00Iaat0T TOOOYHBIMH () (HEeKTaMu, JTCUSHUE TPOBOTUTCS
JIUIIb Y TE€X MAIIMEHTOB, Y KOTOPBIX €T0 MEeJIeCO00pa3HOCTh OJHO3HAYHO MPEBOCXOIUT PUCK

BO3HUKHOBEHHUSI IOOOYHBIX PEAKIIUA.

A0COJI0THBIMH NMOKA3AHUAMU K JICUECHHI0 AYTOMMMYHHOI'O TeNATHTA SIBJSIOTCS

- BeIpakeHHas1 KIIMHUKA;

- IPOrPECCUPOBAHUE NTATOJIOIMYECKOTO IPOLiecca;
- AnAT > 10 Hopwm;

- AcAT > 5 HopM+ y-T100YAMHBI > 2 HOPM;

- Ecam rucTOIOTNYEeCKN B TKaHU TISUEHH O6H3py>I(I/IBaIOTC${ MOCTOBHUJIHBIC UJIN

MYJIbTUIOOYISIPHBIE HEKPO3bI.

OTHOCUTEIbHbIMH NOKA3ZAHUAMM CJIYKAT:

- OTCYTCTBHE ¥ YMEPEHHO BBIPKCHHAS CUMIITOMATHKA 3a00JICBaHNS;
- AcAT ot 3 10 9 HOpM;

- y-TII00YMHBI < 2 HOPM;

- MOP(}HOJIOTUYECKU-TICPUTIOPTAIBHBIH I'eITaTUT.

JleueHne He MPOBOJANTCA B cJyuae:

- 0ECCUMITOMHOTO TeYeHHS 3a00JIeBaHUS;

- IEKOMIIEHCUPOBAHHOTO LIUPPO3a C KPOBOTEUEHUEM U3 BEH IMUILEBOJa B aHAMHE3E;
- ipu AcAT < 3 HopwmM;

- BBIPQXKEHHOU IUTOTICHHH,

- IPY HAJIMYUH TUCTOJIOTUYECKUX MPU3HAKOB MOPTAIILHOIO FE€NAaTUTA;

- HCAKTHUBHOI'O UPPO3a.
ITonp3a I/IMMYHOCYHpeCCHBHOﬁ TCPpAIlMU B IJIAHEC YIYUHICHUSA UCXOA0B Y MMAIITUCHTOB MOXUJIOT'O
BO3pacTa 0e3 KIMHUYECKUX HpOHBHCHHﬁ, co crnabou HerOBOCHaHHTCHBHOﬁ AKTHUBHOCTEBIO I10

JaHHbIM OMOTICUU TTIEUCHH HE JO0Ka3aHa,

IO2TOMY TAKTHUKA JICUHCHUS B OTUX ClIydadX YCTKO HC pCriIaMCHTHPOBAHA.



HauanbHas cyrounas n1o3a npeanu3oliona cocrasiser 60 mr (pexe 50 mr ).

Jleuenne B3pocabix ¢ AU (macca Tesna 60 kr)

Henens | Ilpennu3zonon, mr/cyr A3aTHOIIPHH, MI/CyT
1 60 (= 1 Mr/kr maccel Tena) -
2 50 -
3 40 50
4 30 50
5 25 100
6 20 100
7+8 15 100
8+9 12,5 100
C10- | 10 100
i

YMeHbIIIeHHe 1036l TPEIHU30JI0HA 10 7,5 MT/CYT IPH YCIOBUU HOPMAJTU3AIMH aKTUBHOCTH
amMmuHOTpaHcdepas u yepes3 3 Mec. 710 5 MI/CyT, MOCTETIEHHO OTMEHUB uepe3 3—4-MecsuHbIe
WHTEPBAJIBI B 3aBUCUMOCTH OT ()aKTOPOB PHCKA M OTBETA HA JieueHUE. A3aTHONIpUH 1-2 MI/KT B

COOTBETCTBUHU C MACCOU TeJa.

OTcpodeHHOE TPUMEHEHUE a3aTHOTIPHHA (0OBIYHO MPUMEPHO Ha 2 HEJI.) MOXKET 0Ka3aThCs
nparmMatryecku 3G dexTHBHBIM B sieueHnH nanneHToB ¢ AUILT, mockob- Ky, ¢ OTHOH CTOPOHBHI,
MO3BOJIIET PELIUTH BOIIPOCH C YCTAHOBIICHUEM JJMATrHO34, a C APYroil — u30eKaTh
JMAarHOCTUYECKON TMIIEMMBI Pa3rpaHHuCHUs a3aTHONIPUH-MHAYIUPOBAHHON T'€NaTOTOKCUYHOCTH
Y TIEPBUYHOTO OTCYTCTBHUS OTBETA HA JICUEHHE. | enaToToKCH4ecKoe AeiicTBHE a3aTHONPUHA
HaOII0JaeTCsl PEIKO, OJTHAKO Y MAIIMEHTOB C MO3IHEH CTauel MopakeHHs IIEYCHU YacToTa
3TOTO MO0OOYHOTO APdekTa mospimaeTcs. B HeaBHO 3aBEpPIICHHOM TPOCIIEKTHBHOM JBOIHOM
CIIETIOM paHJOMHU3HPOBaHHOM uccienoBanu IIb ¢a3pl nanmeHTs 6€3 nuppo3a Moxydaiu JIudo
oyneconua (9 mr/cyr) u azatronpus (1-2 Mr/kr/cyt) B TedeHue 6 Mec., TMOO MPEAHU30H
a3aTHONPUH 10 CTaHJApTHOM cxeme. Mcnosib30BaHne KoMOMHAIMK Oy1eCOHU + a3aTHOTIPUH
Yale cOnpoBOXKAAT0Ch HOpMaInu3alueil akTHBHOCTH aMMHOTpaHc(epas 1 OTINYAIOCh
MEHBIINUM YUCIOM NMOOOUYHBIX 3((HEKTOB MO CpaBHEHUIO ¢ KOMOMHanuel npeann3oH (40 mr/ cyt
co cHwkeHueM 1o 10 mr/cyrt) + azatuonpus (1-2 mMr/kr/ cyr). YcnemHnoe npuMeHeHHe
Oyneconuaa y naueHToB ¢ AUIL Taxke NOATBEPKIAIOT U Jpyrue HeOOIbIIUE MyOIUKALUH C
aHAJIM30M OTJICJIbHBIX CIy4aeB, XOTs OMUCAHbI U Hey/AauM JeueHus. TakuMm oOpa3zom, Oy1ecOHU

(9 Mmr/ CYT) B COUCTAaHHU C a3aTHOIIPUHOM CJIICAYCT IIPUMCHSATDH Y TIAUCHTOB 0e3 nuppo3a, paHee




HE TOJTy4YaBIIMX JICUCHHs, C paHHEH cTaaneit 3a001eBaHus M BHICOKUM PUCKOM BBIPAKEHHBIX
mo60YHBIX A((HEKTOB MPH KCIIOJIB30BAHUH KOPTUKOCTEpou10B. Hanbomee sxenaTenbHbIi
pe3yibTaT JICYCHUsT — TOJIHAs KIIMHUYEeCKast, OMOXUMHUYECKas! U TUCTOJIOTHYECKAs! PEMHUCCHS C
YCTOMYMBBIM OTBETOM MOCJe OKOHYaHUA Tepanun. OIHAKO y OOJBIIMHCTBA MAIIEHTOB STOU
uenu foctuyb He yaaercs. Y 80—-90 % nanueHToB akTHBHOCTh aMUHOTpaHc(epas mociie Hayana
MMMYHOCYIIPECCUBHOM Tepanuu ObIcTpo cHIKaeTcs. [Ipumepno y 20 % mareHToB ycToiunBas
peMmccust TTocie NpeKpameHuss IMMYHOCYIIPECCUBHOM TEpaIuy IOCTUTAETCS TPUMEHEHHEM
OTPAaHWYEHHOM 10 BPEMEHHU Tepanuu (MeIu- aHa HaOroAeHus OoJiee 6 JIeT), MpUYeM TOT
MOKa3aTeNlb MOKHO YIIYUIIMTh MTyTeM IMPUMEHEHUs 00Jiee CTPOTUX KPUTEPHUEB IepeT OTMEHOU
neuenwus. [leppuuHast HeAPPEKTUBHOCTH UMMYHOCYIIPECCUBHOM Tepanuu HaOII0aeTCs JIAITH Y
HebombIoN gonu 6oabHBIX AUT. B ciiydae oTcyTcTBHs OTBETa (MU IIPU OYEHB CIIa0OM OTBETE)
BCEr/Ia CJe/lyeT MepecMOTPETh IMarHo3 W/WiH MPoaHaIu3upOBaTh COONIOIEHNE TAIUEHTOM
pexknuMa sieuenusi. Hanpumep, BRICOKUI PUCK HEYauH JICUCHUsT HAOTFOIAETCS Y MOJIOJIBIX JIUT]
HEEeBPOTIEHCKOTO MPOUCXOKIECHHSI C OCTPBIM WJIH MOJHHEHOCHBIM HA4aJIOM U MPOSBICHUSIMHA
CIIMBHOTO HEKPO3a B TKaHM TNedeHH. [[alueHToB ¢ NIeueHOYHON HEIOCTATOYHOCTRIO U
oTcyTcTBUEeM 3(deKTa B BUAC CHIDKCHHS YPOBHS OmnupyonHa u uaaekca MELD nHa ¢one
JICUEHUS CJelyeT CBOEBPEMEHHO HAMpPaBUTh B LIEHTP IO TpaHCIUIAaHTAIMH, MOCKOJIbKY 0e3 TI1
3a00JIeBaHNE C TAKUMHU MPOSIBICHUAMH XapaKTEPU3yeTCsI BHICOKOM CMEPTHOCTHIO . Y MallMEeHTOB
0€e3 MeueHOYHOM HeJIOCTaTOYHOCTH U HE OTBUYAIOUINX HAa UCXOJIHOE JICYCHHE CIIeNyeT MPUMEHSTh

MOBBIIIEHHBIE J03bI PENapaToB WIH aJbTePHATUBHBIC CTPATETUH JICUCHUS
IIpexpaienue JgevyeHust

BonbmuncTBo manuentoB ¢ AU xopo1io oTBeyaroT Ha UMMYHOCYIPECCUBHYIO TEPaInio Ha
OCHOBE KOPTUKOCTEPOUJOB CO CHUKEHUEM aKTUBHOCTH CHIBOPOTOUYHBIX aMHUHOTpaHc(hepas a0
HOPMBI. Y CTOMUYMBOE MOBBIIICHNE aKTUBHOCTA aMUHOTpaHC(epas CIyKUT MPOTHOCTHUECKUM
nokasaresiem: 1) pernuauBa nocjie OTMEHBI JICYSHHS; 2) aKTUBHOCTH IIPOIECcca, yCTaHOBICHHOMN
pu OMOTICHITHOM HCCIeIOBAaHUM; 3) MIPOrPECCUPOBAHUS IUPPo3a; 4) HEOIAronpPUITHOTO

HUCXO0JA.

I'ucronornueckoe pasperieHue 3a00yieBaHusI 0OBIYHO OTCTAET OT HOPMAITU3ALUH
OnoxumMuyeckux rnokaszateneit [176]. UeTko 1oka3aHHOTO MHEHUS 00 ONTUMAJIbHOM MPo-
JOJDKUTENIBHOCTH JieueHus HeT. OJTHaKo, 4TOObl JOCTUYb TH- CTOJIOTHYECKOW PEMUCCHH,
JIEYEHNE JOJDKHO IPOAOIIKATECS JOCTATOYHO JOJIT0, IOCKOJIBKY Y NAIMEHTOB C HOPMaJIbHOMI
akTUBHOCTBHIO ATTAT 0OHapyKHUBaIOT OCTATOYHBIN NEPUNIOPTATBHBINA IeNaTUT, KOTOPBIN CITYKHUT
MIPOrHOCTUYECKHUM IO- Ka3zaTelleM pelyuanuBa 3a00s1eBanus. [[porHocTHuecKum rnokasarenem

TUCTOJIOTHYECKOM pPEMUCCHHU, HAPAOAY C HOpMaJ'II/I3aI_II/IeI71 AKTUBHOCTH CBIBOPOTOYHBIX



aMUHOTpaHcdepas, CIyKUT HopMmanu3anus ypoBHs IgG B ceiBopoTke. JleueHue T02KHO
NMPOA0JIKATHC MUHUMYM 3 r0/Ia M B TeUeHUE He MeHee 24 Mec. MocJie MOJTHOM
HOPMAJIM3alMU AKTUBHOCTH aMHUHOTpaHcdepa3 criBopoTkH U ypoBHS [gG (Gnoxumudeckast
pemuccust). bonee anurensHOE JIeYeHUE MOKET YMEHBIITUTD YacTOTy peuuauBoB. [lannentam ¢
TSDKEIIBIMU HaYaJIbHBIMU TIPOSIBJICHUSIMU U HU3KOM IMEPEHOCUMOCTHIO HHIYKIIMOHHOM Teparuu
PEKOMEHIYETCsI CIIeNIaTh OMOTICHIO ITEYCHHU ITepel OTMEHOH JICUSHUS, TOCKOJIbKY
TUCTOJIOTMYECKas: KapTHHA MO3BOJISIET TPOTrHO3UPOBATh IIporpeccupoBanue Gpudbposa u
BO3HUKHOBEHHE PEIUIUBA. Y MAIMEHTOB C IIPOIOKAIOIIEHCS TUCTOJIOTHIECKON aKTUBHOCTHIO
3aboneBanus (MAI" > 3) uMMyHOCYIIPECCHBHYIO TEPANMIO TTPEKpaIIaTh HENb3s, T. K. B
MIPOTHUBHOM CJIydae MPaKTUYECKH 00s3aTEIbHO BOSHUKHET peruanB. O00CcTpeHne akTUBHOCTH
ANI" BO Bpems OAJIEPKUBAOIEH TEPANIMU WIH ITOCJIE YMEHBIIECHNUS HHTEHCUBHOCTH JICYEHU ST
TpeOyeT MOBHIICHUS 03 HMMYHOIEITPECCAHTOB U CIY)KHUT MPOTHUBOMOKA3aHUEM K TTOJTHOU
OTMeHe TpenaparoB. Penuans 3a001eBaHusI MOCIE OTMEHBI ITPEnapaToB HAOIIOJAETCS YacToO
(50-90 %) u 0OBIYHO BO3HUKACT B MepBbIe 12 Mec. moce nmpekpaiienus gedeHus. OTHaKo
peIrIuBBI BOBMOXHBI M B 00JI€€ MO3THUI CPOK, YTO CBUJIETEILCTBYET O HEO OXOIMMOCTH
MO’KU3HEHHOTO AUCIIaHCEPHOTO HAOIOICHUS aXke 0e3 MpUMEHEHUs] IMMYHOCYIPECCUBHON
Tepanuu. PenuanBoM B cooTBeTcTBUM ¢ KpuTepusimu IAIHG cuntaroT moBTOpHOE MOBBILICHUE
aktuBHOCTH ANAT > 3 x BI'H, X0Ts y manueHTOB MOKET HAOJIIOAaThCsl 1 MEHEE BEIPAKEHHOE
noBbIieHre akTuBHOCTH ATTAT w/unm yposHs [gG. Jleuenne penuanBa COOTBETCTBYET
MIePBOHAYAIILHOMY JICUECHUIO MTPEIHU30(JI0)HOM U a3aTHONPUHOM U CTOJIb K€ 3P (HEKTUBHO

HHAYOUPYET PEMHUCCHUIO, KaK U IICPBUYHASA HHAYKIIMOHHAA TCpaIus.

B Hacrosiiee BpeMsi UMEIOTCS SKCIIepUMEHTalIbHbIe cXxeMbl JiedueHust AU, Bkitoyaroniye Takue
npenapaThbl, Kak HUKIOCIOPHH, TaKpoJIuMyc, Mukogenonaata moderun u ap. OnHako ux

INPUMCHCHHEC HC BLIILIO 3da paMKH KIIMHUYCCKHX HUCHBITAaHUM.

Jleuenne Bepuuunuposannoii HCV-unndexkumnun ¢ BbIpaKeHHbIM ayTOUMMYHHBIM
KOMIIOHEHTOM TpefcTaBisieT ocoobie TpyaHoctu. Haznauenue [ler® B coctaBe
koMOuHupoBanHoii [IBT, koTopslit cam 1o cebe sBisieTcss UHAYKTOPOM ayTOUMMYHHBIX
MIPOLIECCOB, MOKET MPUBECTH K YXYALICHUIO KITUHUYECKOTO TeUeHUs 3a00JIeBaHUsI BILUIOTh JI0
Pa3BUTHSA ITPOTPECCUPYIOLLIEH IEYEHOYHON HEAOCTATOYHOCTHU. B TO %€ Bpemsi KOPTUKOCTEPOUIbI
MIPH BUPYCHOM T€MaTUTE CIIOCOOCTBYIOT YCHIIEHHIO PETUIMKAIIMK BUPYCa 3a CUET MOAaBICHUS
MEXaHHU3MOB €CTECTBEHHOM MPOTUBOBUPYCHON pe3uCTeHTHOCTH. Hanbonee pacripocTpaHeHHBIM
IITOPUTMOM BBIOOpA TEepamuy SBISEeTCs opueHTarus Ha TUTpeI antuten: AUT>BI'C (ANA >

1:320) — koptukoctepousp;, AUT<BI'C (ANA < 1:320) — mpOTHBOBUPYCHBIC MTPETIapaThI.



Knunuka Meiio npennaraer npuMeHeHue KopTukocTepou10B npu tTutpax ANA ninn SMA 6oiee
1 : 320, B ciry4ae k€ MEHbIIEH BBIPA)KEHHOCTH ayTOUMMYHHOTO KOMIIOHEHTA pEKOMEHTyeTCsl
Ha3HAaYeHUE MPEenapaToB NPSIMOT0o NIPOTUBOBUPYCHOIO JEMCTBYS B 3aBUCUMOCTH OT T€HOTHUIIA
HCV. [lpyrue aBTOpbI IpEeANOUYNUTAIOT HE PUAECPKUBATHCS CTOJIb CTPOIMX KPUTEPUEB,
yKa3bIBas Ha XOpouIni 3¢(hekT UMMyHOCYIIpeccopoB (MPEAHNU30JI0HA U a3aTHOIIPUHA) IIPU

HCV-undexmn ¢ BeIpa)keHHBIM ayTOUMMYHHBIM KOMITOHEHTOM.



