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1. BBepeHue

CyLLecTBYyIOT TPW KaTeropuu ayTOMMMYHHbIX 3ab0neBaHuM
neyeHu. OHM BKITIOHAIOT B Ce0s1 ay TOMMMYHHbIN renatuT,
nepBUYHble OUnMapHble 3aboneBaHNs NeYeHn 1, HakoHeLl,
TaK Ha3blBaeMbIn, overlap-CMHAPOM.

BbigensioT ayToMMMYHHbIV renaTtuT (AWT) 1T1na, ayTouMMyH-
HbI renaTuT 2 TMNa 1 ayTOMMMYHHbI renaTuT, paccMaTprBae-
MbI KaK H4aCTb @y TOUMMYHHOIO MOMAN3HOOKPUHHOMO CUHAPOMA
11na (AMC-1-AWD).

K nepBmYHbIM BunmnapHbiM GONE3HAM nevYeHr OTHOCUTCS, B Nep-
BYIO ovepefb, NepBUYHbIA OUNMapHbIV LMpPo3 nedexu (MBLL).
Bonpoc 0 TOM, MOXHO N CHUTATb MEPBUYHbIN CKIEPO3MpPYIO-
i xonaHrut (MCX) NCTUHHO ayTOUMMYHHbIM 3ab0eBaHneM,
noka eLle oCcTaeTca CNOPHbIM, OAHaKO, B HacTodAlee Bpemd MNCX
pPaccMaTPUBAETCS KaK ayTOMMMYHHOe 3aboneBaHue.

Overlap-cMHapoM npefcTaBnseT Cobom COCTOAHME, NMPU KOTO-
POM y MauneHTa MMeloTCA NPU3HaKKM ABYX PasfiniHbIX OA4HOBpe-
MEHHO NMPOoTEKAIOLWMX ay TOUMMYHHbIX 3aD0NeBaHNI NeveHu:
Hanpumep, ayTOMMMYHHOTO renatiTa 1 nepBuYHoro bunuap-
HOTO LMppOo3a 1M ayTOMMMYHHOIO renatuTta 1 NepBUYHOro
CKNepo3VpyloLLero xonaHruTa. Kpome Toro, Tak HasblBaeMbli,
ayTOMMMYHHbIN XONaHMMT, 0003Ha4aeMbIl MHOTAA elle Kak
NepPBMYHbBIN BUNMAPHBI LMPPO3 Be3 aHTUMUTOXOHAPUANBbHBIX
aHTuTen (AMA-HeratnBHbIM MBLL), Takxe KnaccuuumpyeTcs
Kak overlap-cMHOpPOM.



2. AYyTOMMMYHHbIU renaTuTt

21. OnpepeneHue

AYTOVMMYHHbIV FrenatuT npefcTaBnseT cobomn XpoHuyeckoe
BOCManuTenbHoe 3aboseBaHme NeveH, xapakTepmsyoLleecs
HanM4YMeM TUMUYHbIX ayTOAHTUTES, MOBbILIEHUEM YPOBHS
raMMa-rnobynrMHOB M XOPOLUM OTBETOM Ha MMMYHOCYNpec-
CMBHYI0 Tepanuio. OAHAKO AMArHo3 ayTOMMMYHHOTO renaTmTa
MOXeT ObITb MOCTaBIEH TOSIbKO NMOCe NCKIIOYEHUS BUPYCHOTO
renatuTa, XonecTaTmyeckmx ayToMMMYHHbIX 3a00neBaHnM
neyeHu, bonesHn BunbcoHa, reMoxpomato3sa, fedununTa
a,-aHTUTPUNCMHA, TOKCUYeCKUX hopM renatuTa (ankoronbHoOro
W NekapCTBeHHOro). Taknm 06pa3om, AMarHo3 ayTOMMMYHHOTO
renatuTa cielyert cHMTaTh AMArHO30M UCKITIIOHEHNS.

2.2. DTuonorusa u 3nngemMmmuorsnorms

B pa3Hoe BpeMs B Ka4ecTBe natoreHeTU4eckmnx pakTopos
ayTOMMMYHHOTO renaTmTa pacCMaTpPMBaNMCh renaToTporHble
BMPYCbl, BakTepumn, NekapcTBEHHbIE NpenapaTsl U Apyrue
ToKCMYeckue BelecTa (Tabn. 1). OgHaKo HannM4ms Kakon-nmbo
NPUYMHHOW CBSA3WN MEX Y 3TUMK hakTopaMu 1N pa3BUTUEM
ayTOMMMYHHOIO renatmnTa BbISBNEHO He ObINo

XOTs ayTOMMMYHHBbI renaTnT ABNseTcs peakmM 3aboneBaHmneMm,
Cpeam BCEX ayTOMMMYHHbIX 3a001eBaHMI NeYeHN OH cHMTaeTcs
Hanbonee XopoLlo K3y4eHHbIM. YacToTa AT B eBponenckmx
cTpaHax coctasnset 0,1-1,9 Ha 100000 HaceneHwnd B rofg, a
pacnpocTpaHeHHOCTb Konebnetcs ot 2,2 oo 17 cnyvaes Ha
100000 HaceneHud. HacToTa ayTOMMMYHHOIO renaTmTta B
ANOHMM HAMHOTO HKXe, YeM B EBpone, 1 cocTaBnsaeT BCero
nnwb 0,01-0,08 Ha 100000 HaceneHwa B rof,.



Ta6n.1. Bo3moxHble 3Tnonornyeckmne hakTopbl ayTOMMMYHHOIO renaTuTa.

e Bupycol renatuta A, B, C, D e JlekapcCTBeHHbIe npenapaTbl:
e Bypyc npocToro repreca OkcndeHmsaTmH
(tvn 1) a-Metungona
e Bupyc SnwTenHa-bappa HuTpodypaHTOUH
e Bupyc BeTpsiHOM OCMbI MUHOUMKANH
e /IHTepdepoHoTEpPanma KeTokoHazon
(npvi renatute B Q) [knodenak
O BELTE AL JaHTponeH
e CanlbMOHeNNe3HbIN aHTUreH KJIoMeTaLmH
o [Ipox>keBble rprbKim MponnnToypaumn
> Tl TukprHadeH
M3oHura3ng v ap.

AYTOUMMYHHBIN renatmT MoXeT HabiofaTbCs B N0OOM BO3pac-
Te. Kak 1 BONbLUMHCTBO APYriX ay TOMMMYHHbIX 3a00neBaHum

B EBponenckmx ctpaHax, OH BCTpe4aeTcs NpenMyLLeCTBEHHO

y XeHLwmH B Bo3pacTe 1030 net n 50—70 net. CooTHOLLEHMEe
KEHLLMH 1N MY>XHNH Cpean OONbHbIX ayTOMMMYHHbBIM renaTuTom
B EBpone coctaBnsiet 4:1, B cTpaHax tOxHon Amepukn — 4,71,

B fAAinoHum — 10:1.

AYTOMMMYHHbIV renaTtuT BCTpeYaeTcs 1 B AeTCKOM BO3pacTe,
npuyeM B TOM BO3paCTHOM rpynne, B koTopow MNBLL (Takxe
ayToMMMYyHHOe 3aboneBaHmne) BCTpedaeTcs peako. AU moxeT
OMNarHOCTMPOBATLCSA, B HaCTHOCTM, B Bo3pacTe 610 neT. Y geten
370 3ab0neBaHKe HepeOKo MaHUheCTMpyeTcs B 0CTpon hopme
M NINLWb NO3Xe Nepexo4nT B XPOHMYecKyto popmMy. NocKomnbKy

y OeTer ayTOUMMYHHbIV FenaTuT MOXET UMETb PYNbMUHAHTHOE
Te4yeHMe, CBOEBPEMEHHOE YCTaHOBJIEHWE NPaBUbHOMO Anar-
HO3a IBMAETCSH 04YeHb BaXKHbIM. [TpyMepHO /3 feTen C ayToMM-
MYHHbIM renaTUTOM HYy>XOaeTCs B TPaHCNIaHTauMm neyeHu.



2.3. [OAwnarHos

2.3.1. KnuHnyeckue cMMnNTOMbI U fLlaHHbIe
006beKTUBHOro obcnegoBaHns

Kak v npu Lpyrnx XpoHnyeckmx 3aboneBaHnsx neyeHn,
KIIVHUYeCKMe CUMMTOMbl @y TOMMMYHHOTO renaTtuTa BKIlo4aoT
cnabocCTb, yTOMSEMOCTb, MbllLeYHbIe U CyCTaBHble 6onu,
nepuroamyeckyio nuxopanky. OfHako B OONbLUMHCTBE Clly4aeB
nauMeHTbl 00palLlaloTCs K Bpady NuLb C anobaMu Ha cnabocTb
N YyTOMNSEMOCTb. TONBKO B 1/3 CJTy4aeB TAXECTb KIMHUYECKMX
CUMMNTOMOB KOPPENMPYET C BbIPaXKEHHOCTbIO BOCMaNeHNs.

Mpy 00bEKTUBHOM 06CNEA0BAHNN YAAeTCs NPOonanbnMpoBaThb
neyeHb HKXXe Kpas NpaBov pebepHOM yru, Ha KOXKHbIX MOKPO-
Bax NnLa 0OHapyXMBAIOTCA TeNeaHrMIKTa3 K, Ha NALloOHAX ~
nanbMapHas aputemMa. [lpyrve nMMyHHble HapyLLeHKs, Conpo-
BOXAAIOLWWMe ayTOUMMYHHbIN renatiT, npeacTaBieHsl B Tabn. 2.
OpHako npuMepHo y 10% GOoNbHbBIX ay TOMMMYHHbIN renaTuT
npoTekaeT OeCCMMNTOMHO, 1 Toraa 3abonesaHue BbIABNsSETCA
cnyyanHo, Hanpumep, Npu 0Obl4HOM 06CNef0BaHMN.

e PeBMaToMAHbIV apTpUT

e [eMonUTMYeCcKMe aHemMmm

e HedpponaTtunm

e CcTeMHas KpacHas BonyaHka (CKB)
o AYTOMMMYHHbIV TMPEoUaNT

o AyTOMMMYHHas TpoMboLMTONEeH s
e PeBMaTUYECKMIA BAaCKYINT

e Vlpnooumknnt

o KOHBIOHKTUBUT

o f3BeHHbIN KonuT (peako)

o Llennakns (penko)

o AYTOUMMYHHbIV MOAUSHAOKPUHHbIN
cnHapom 11mna (pemnko)

Tabn. 2. VIMMyHHble HapyLeHs, aCCOLMMPOBAHHbIE C 3y TOUMMYHHBIM FrenaTnToM.

e OUOpPO3VPYIOLLMI aNlbBEOANT
e CHOpoM PenHo
e bpoHxManbHas acTMa

o BUTUAWIO, anoneuuns, KpacHbI
MNOCKUI NULLIAK

e O4aroBas ckjiepogepmmns

e CuHapoMm LlerpeHa

e CREST-cnHapom

e Overlap-cuHgpom c MBL, nnan MNCX
o [lonMmnosnT

e Jlxopagawmm naHHUKyNnT

e CaxapHbl gnabet 17mna



2.3.2. [laHHble NabopaTOpPHbIX NCCIIeA0BaHU

N3MeHeHms nabopaTopHbIx faHHbIX, XapakTepHble A58 ayTo-
MMMYHHOrO renaTuTa, BKO4aloT B Ce05 MOBbILEHVE YPOBHSA
raMmma-rnobynmHoB v MMyHornobynmHa G (IgG) B 1,5 pa3sa
MO CPABHEHMIO C HOPMaJbHbIM, a Tak>Ke NosBleHue B CbIBOPOT-
Ke KpOBM ayToaHTUTeN. AyToaHTWTeNa NpeacTaBnstoT cobon
uMpkynupytoLime 6enku, He obnagaloLe H1M OpraHHoOM, HiA
BMAOBOW CneundunyHoCTbio. ECiv npy NOBTOPHBIX MCClefoBa-
HUSX 3TW aHTUTENa 0OHAPYXKMBAIOTCS B NOBbILLIEHHbIX TUTPAX
(y B3pocnbix > 1:80, y geteit > 1:40) 1, KpoMe TOro, BbiABAAETCS
MOBbILLIEHHBIV YPOBEHb FraMMa-riobynnHa 1 TpaHCaMKHa3, TO
OMarHo3 ayTOMMMYHHOTO renatiTa BroJiHe BePOATEH.

Cpenv ayToaHTUTeN Hanbonee BaXKHbIMU ABASAIOTCSA ayTOaH-
TUTena K rnagkou MyckynaType, Unv aHTUrnaakoMblLLeYHble
aHTuTena (ATM [SMAY]), 1 aHTUHYKNeapHble aHTUTena (AHA
[ANA]). ATM 06Hapy>KMBaOTCS HECKOMBKO pexe, 4em AHA,
Ho 3aT0 B TMTpax 1:100 v Bbiwe, B cBA3K C 4eM AIM cymnTatoTCs
bonee cneundunyHbiMmn ans AUT, yvem AHA. ATM BbiSBRSOTCA
noutny 80% peten ¢ AU ATM HanpaBneHbl NPOTMB akTVHa
MUKPOPUNIAMEHTOB MUOLUTOB 1 MNEPeKpecTHO pearnpyoT

C aKTUH-COAEPXaLLMMN MUKPODUITaMEHTAMM renaToLmTOoB.
bonee cneunduyHbiMmn ong AU 1 TNa ABNAOTCA aHTUAKTUHO-
Bble aHTMTena (AAA [AAA]), KoTopble, 0OAHAKO, onpeaensoTcs
NN B HEMHOTUX CMeLmanm3npoBaHHbIX 1abopaTopusax
(tabn. 3.).

AHTUHYKeapHble aHTUTeNa (AHA) obHapyxusatotca y 40—-80%
DONbHbIX a3y TOMMMYHHbBIM renaTUToM 1 SBAAIOTCA Hanbonee
4acTo BbifBNAeMbIMK Npnt AU aHTUTEeNnamMn. OHK onpefensioTcs
y B3pocnbix 1 aeten npu AUM 11mna, pexe — npu AU 2 Tuna.
AHTUTEHAMV A8 3TUX @HTUTEN, CIY>XUT reTeporeHHas rpynna
pPa3fNn4YHbIX BeLLeCTB, Takmx Kak agepHas OHK, dyHKLMOHab-
Hble 1 CTPYKTYypHble B6enku aapa unm ueHTpomMepsbl. AHA Takxe
obHapyxuBaloTCs (XOTd 1 B bonee HU3KOM KOHLEHTPALIMM)

N NpU APYTMX ayTOUMMYHHbIX 3a0011eBaHNAX, He CBA3AHHbIX

C NopaxKeHeM nevyeHu.



Ta6n. 3. TunuuHble (HO HE MAaTOrHOMOHWYHbIE) aHTUTENa NPK ayTOUMMYHHOM renaTumTe.

AyToaHTUTEna AHTUreHbl-MULLUEHN
o AHA (ANA): aHTUHYKeapHble o [IHK, chyHKLMOHaNbHbIe 1
aHTUTena CTPYKTYpHble benkn sapa
o ATM (SMA): aHT1TENa K rNaaKomn o AKTVH-cofepXKallme punamMeHTsl,
MycKynartype TPOMOHWH, TPOMOMMO3UH, 0L-aKTUHWH
o LKM-1: ne4yeHO4YHO-NoYeYHbIe e Llntoxpom P450 2D6

MUKpPOCOMaJllbHble aHTUTEeNa

e SLA/LP: aHTUTENa K pacTBOpumMoMy | e UGA-cynpeccop nepeHoca

AHTUTEeHY MeYeHn PHK-accoumnmpoBaHHoro 6enka
o ASGPR: AHTUTENa K acnanorimko- ® ACManornnmkonpoTenHoBble
NPOTENMHOBOMY peLenTopy peLenTopbl MeEMOpaHbI
o AAA (AAA): aHTUAKTVHOBbIE o AKTUH
ayToaHTuTena

e ANCA, LKM-2, LKM-3, AMA 1 ap.

MevyeHOYHO-MoYeYHble MUKPOCOManbHble aHTiTena (LKM-1)
0Co0eHHO YacTo 0bHapyKKMBaoTCA y BONbHbIX @y TOUMMYHHbIM
renatmTom 2 Tmna. AHA n ATM y Takmx NaLneHToB MOryT OTCYT-
cTBOBaTb. Hanbonee YacTo 310 3a00neBaHMe BCTpeYaeTcs y ae-
Ten 1 NoApoCcTkoB. AHTUreHOM-MULeHblo Ansa LKM-1 asnsetca
umToxpoM P450 2D6 (CYP-2D6) prboCoM 3HAOMNIa3MaTUYECKOM
cetu renatoumToB. NHTepecHo, 4to LKM-1 BCTpeyatoTca Takke
1y DONbHbIX XPOHUYECKUM BUPYCHbIM renatntom C. C apyrom
CTOPOHbI, LKM-2 0BHapyXnBatoTcs Npm ayTOMMMYHHOM rena-
TMTe 2 TNa, NHAYLMPOBAHHOM NMPUYEMOM NeKapCTBEHHbIX
npenapaTos., Torga kak LKM-3 BbiasngaoTca npymepHo y 13%
DonbHbIX C BUPYCHbIM renatntoM D (HDV).

MepeyeHb APYrux ayToaHTUTEN, KOTOpble MOTYT BCTPeYaTbCsl
y 6OJ'IbeIX AYyTOMMMYHHbIM renatnTtom, HO 3Ha4eHne KOTOPbIX
MoKa ellle OCTaeTCs HeACHbIM, MpYBeAeH B Tabs. 3. B Tabn. 4
camcTeMaTm3npoBaHbl Ha|/|6onee Ba>XHble KITMHNYeCcKne
NnapaMeTpbl, KOTOPble cfieayeT y4nUTbIBaTb NPy ANarHoCTnKe
ayTOMMMYHHOTO renatmTa.
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Ta6n. 4. [OuarHoctnyeckme Kpntepnm ayToMMMYHHOTO renatnTa.

o [oBbILEeHMe YyPOBHA TpaHcammnHas ACT n AJTT

e MOBbILLIEHME YPOBHS raMMa-rnobynnHoB 1 IgG bosnee Yem
B 1,5 pa3a (oT HopMbI)

e [1OBbILLEHME TUTPA ayTOAHTUTEN:
y B3pochibix > 1:80, y geten > 1:40

e OTCYTCTBME MapKepoB BMpPYCHbIX renatutos B, Cn D

e [NCTONOTrMYECKME MPU3HAKMN: XPOHMHECKII aKTUBHbIV FenaTmT,
cTyneHyaTble (Menkoo4aroBble) HeKPO3bl, MOCTOBUAHbIE
HEKpPO3bl

e PerynapHoe ynotpebneHuve ankorons B fo3ax < 30—40 r B AeHb

2.3.3. MeToabl BU3yanbHOW ANAarHOCTUKU

MeTopbl BU3yanbHOW AMArHOCTUKM, Takme Kak ynbTPacoHO-
rpacus (Y3W), komnbloTepHas Tomorpadms (KT) n MarHnTHo-
pe3oHaHcHas Tomorpadus (MPT), He UrpatoT CyLeCTBEHHOM
ponu B amnarHoctuke AU O4HaKo OHW MO3BONSAOT UCKITIOHYUTL
3/10Ka4eCTBEHHbIe OMnyxonu nedexn (Npaeaa, peako BCTpeYalo-
Wwuecs y 6onbHbIX AU 1 noMoratoT yCTaHOBUTb, MPOrpeccmpy-
eT NN @y TOUMMYHHbIN renatT (C UCXOA0M B LMPPO3 NMeveHn).

2.3.4. NMyHKUMOHHasa Guoncns nevyeHu
M rmcronornyeckue ncciepoBaHns

OcHoBaHMeM A5 Ha3HaYeHNsa UMMYHOCYNPECCUBHOM Tepannn,
NPOAONXKAOLWENCSs, KaK MPaBuno, MHOTMeE rofbl 1 HepeaKo
COMpPOBOXJatoLLencsa NoboUYHbIMK SchhekTamm, CYXUT Npa-
BUSIbHAs BepudMKaLmMa AnarHo3a ayToMMMYHHOMO renaTmTa.
OfHNM 13 Harbonee BaXHbIX METOA0B NMOATBEPXKAEHMUS

3TOro AMarHo3a sBnseTcs b1Moncuns neveHr C NoCneayoLLIMM
FUCTONOMMYeCKM UCCefoBaHeM bronTaTos. 3abonesaHny,
C KOTOPbIMU MPOBOAMTCS AnddepeHLUmanbHas AMarHocTunka,
npenctaBneHbl B Tabn. 5.

He cyliecTByeT NaTOrHOMOHWYHbIX TMCTONOrMHYeCKMX NPU3Ha-
KOB ayTOMMMYHHOTO renaTmTta, OgHako, HEKOTOPble M3MEHEHMS
ABASIOTCA BECbMA TUMUYHBIMUW. [TopTanbHble NoNa MHPUALTPU-
POBaHbI B Pa3fIYHOW CTEMEHW NPEVMYLLECTBEHHO T-nMMdoLM-
TaMU 1 NnasmMaTuyeckMMm Knetkamu. MprMepHo B /3 ciy4aes

1



BOCManuTeNbHble MHUALTPATbI 3aTPArMBaIoT XeN4YHble Npo-
TOKM, HO HE coCyancCTyio cncteMy. OHW CMOCOOHbI MPOHKMKATh

B MapeHXMMy NneyeHu, Bbi3biBas oTaeneHve (oTceyeHne) 1 paspy-
LWEeHWe OTAENbHbIX renaToLMTOB UKW X HebonbLnx rpynmn (T.H.
CTyneH4aTble [Menkoo4arosble] HeKpo3bl, 0603HaYaeMble cenyac
Kak nmorpaHunyHbIv renaTuT [interface hepatitis]) (puc. 1). BHyTpu
LloNnek BO3HMKaEeT BannoHHas aereHepaums renatoumToB C nxX
0TekoM, 0Opa3oBaHNEM «PO3ETOK» U HEKPO3OM OTAENbHBbIX re-
NaToUMTOB MNK UX rpynn. LileHTponoOynsapHble HeKpo3bl Harbo-
nee xapakTepHbl 4151 OCTPbIX ClyYaeB C PybMUHAHTHBIM Teve-
HVeM. MOCTOBUIHbIE HEKPO3bl MPeACTaBASIOT COOON AOPOXKKN
HEeKpPO30B, KOTOPbIE COEAMHSIOT COCEAHME NEPUNOPTabHbIe MONS
NIV NPOHMKAIOT B LLeHTPasibHble y4aCTKM NeYeHOYHOW AONbKM.

Tabn.5. [duddepeHumanbHbii AMarHo3 ayToMMMYHHOMO renatmnTa.

e bonesHb BunbcoHa (ocobeHHo y AeTer 1 MoApPOCTKOB)

o [lechnuuT o,-aHTUTPUNCKHA (0COBEHHO y AeTel 1 NOAPOCTKOB)
o ANIKOrofibHbIV cTeatorenatnt (ACK)

o HeankoronbHbin cteatorenatut (HACK)

o [1epBUYHbIN CKNEPO3MPYIOLLNI XONAHINT
(NMCX; ocobeHHO Yy AeTen 1 NMoapoCTKOB)

® XpOHUYECKNIM BUPYCHBbIN renatut B, C, D
e Overlap-cMHApOM

TakumM obpazom, AUT xapakTepusyeTcs «CoceCcTBOMY MopTasb-
HOro, NepunopTanbHoro 1 nobynspHoro renatuta. Ecnm 3abo-
neBaHWe NporpeccmpyeT C MCXOA0M B LMppo3 neveHn (puc. 2),
TO HabnoJaeTCs He TONbKO NOJHAA NepecTporka NapeHXMMBbI
neyeHu, Ho 1 (4TO 0CODEHHO BaXKHO) OTMEeYaeTcs mopaxeHue
KPOBEHOCHBIX M NMMMATNYECKMX COCYAOB, a TakXKe XeN4HbIX
NpoTokoB. OTNOXeHKe KONareHoBOro MaTpmnkca BOnn3m
SHAOTENNSA CUHYCOB BeAET K Kanunnsapusaumm CUHyCoMaoB.
Pa3BMBalOTCA NOPTOBEHO3HbIE 1 APTEPUOBEHO3HbIE LLYHTbI,

a B HEKOTOPbIX y4acTkax OTMe4YaeTca nponndepaLms cocyaoB
1 XKeNYHbIX MPOTOKOB. DTO O3HAYAET, HTO NPW LIMPPO3e NeveHn
NPOUCXOLAUT KapAnHanbHasa nepecTporka BCen CTPYKTypbl
MeYeHun, a He TONbKO ee NapeHX1MbI.
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Puc. 1.

cTyneH4aTble HeKpPO3bl

KapTtrHa AUT c NNOTHOM KPYrioK1eTO4HOM
MHUNbTPaLMen nopTanbHbIX Nonen, KoTopas B
onpefeneHHbIX yHacTKax yxxe 3aTPOHYa NeveHO4HYI0
[ONbKY 1 BbI3Basa OTCeYeHne HeKOTOPbIX renaToumnToB
CTyneH4aTble HeKPO3bl). B NeBON HacTh pUCyHKA MOXHO
BMAETb (POPMUpPYIOLLUIACH HUOPO3.

Puc. 2.

Lnppo3 neveHn. BUaHbI y3nbl pereHepaumu, HapyLleHa
CTPYKTYpa NeYeHoYHOW AoNbKK. BocnanutensHas
aKTMBHOCTb B O1onTaTe Oonblie He onpefensercs.
3[ech yxXe TpyAHO OTAVYUTL LUMppo3 BcieacTesme AU
OT UMPpPO3a NeYeHN NHOM STUONOTUN.

13
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3. Tunbl ayTOMMMYHHOIO renaTtuTa

AUT 1Tnna

AWT 1 Tna npenctaBnseT cobon knaccnyeckyio Gopmy 3Toro
3aboneBaHKs. PaHblle oH 0003HaYancs Kak JlononaHbIv re-
natnt. AV 1 Trna Yale BCero BCTpeyaeTcs y XeHLH MOIo40-
ro BO3pacTa, xapakTtepusyetca Hanudmem AHA, ATM n opyrmx
ayTOaHTUTEN, a Tak>ke runeprammariobynmHeMum 1 XOpoLLIO
OTBEYaeT Ha UMMYHOCYNPECCUBHYIO Tepanmio. IMMyHoreHe-
TUYeCKM OH CBfA3aH ¢ hakTopamu HLA DR3 1 DR4.

AWUT 2 TNa

AWT 2 Tnna xapakTepusyetcs aHTutenamm LKM-1 (LKM-2,
LKM-3). HacTo npu 3TOM Tak>Ke BbIABAAIOTCA aHTUTENa K aHTU-
reHaMm LLMTOBUOHOM XeNnesbl U aHTUTeNa K napmeTanbHbiM KneT-
kam xenynka (AMK [PCA]). 3abonesaHue HepeKo BO3HMKAET
B LE€TCKOM BO3pacTe, BTOPOW MK €ro 4acTOTbl MPUXOANTCS Ha
BO3pacTHoM nepuop 35-65 net. Cpean 6onbHbIX AeTelr 4eBoY-
K COCTaBNSIOT ToNbko 60%. o cpaBHeHMIo ¢ 6onbHbIMK AUT 1
TMNa cpedn naumeHtToB C AT 2 Tvna 8ona My>4HmMH HECKObKO
Bbile. KnnHM4eckoe TeveHme aton dopmbl AU oTnnyaeTcs
Donbluen ocTpoTo 1 Bonee BbICTPLIM NPOrPeCcCUpPoBaHMEM

C MCXOOO0M B LMpPPO3 neyeHn. GakTn4eckm K MOMEHTY nep-
BOW MOCTAHOBKM AMarH0O3a LMPPO3 NeYeHn BbIABNAETCA yXKe

y 40—70% GonbHbIx AUT 2 Tna. Taknm 0Opa3om, NporHo3

npu AUT 2 Tvna sBnseTcs MeHee ONaronpuUsTHbIM, YeM Npu
AUT 11nna.

AWUT 3 TMna

3aboneBaHue, npexae obo3HayaBLleecs kak AT 3 Tvna
(SLA-no3uTmBHBIN AUT), B HacTosLLIEE BPEMS YXKe He CYMTaeTCs
camocTosTensHomn popmort AU AHTUTENa K paCTBOPVIMOMY
aHTUreHy nedeHun (SLA) paccMaTpuBaloTCs ceryac Kak fpyrom
cneumduyecknin Mapkep ayToMMMYHHOro renatiTta 1Tuna.

DT aHTUTENa NAEHTUYHbI aHTUTENaM, HanpaBfieHHbIM NPOTUB
aHTUreHa neyveHn 1 NoaXxenyno4Hom xenessbl (LP), koTopble
BbigBnaoTca npu SLA/LP-nosutreHom AUT.



BbigeneHue ykasaHHbIx TUnos AU nMeeT HebonbLLoe Kin-
HWYeCKoe 3Ha4YeHVe 1 NpeAcTaBnaeT NMLb akageMunyeckum
nHTepec. C 04HOM CTOPOHBI, BbISIBEMbIe aHTUTENa He UrpaltoT,
no-BMAMMOMY, CyLLLeCTBEHHOW ponu B NatoreHese 3abonesaHns
1 He TOBOPAT O Pa3NNYMAX B STUOMOTMKN OTAENbHbIX TUMOoB AUT.
C opyromn CTOPOHbI, yAeNbHbIV BEC YETKO ONpefefieHHbIX TMMOB
AUT B 00l CTPYKTYpe Crly4aeB ayTOMMMYHHOrO renaTuTa
BeCbMa He3HauuTeseH. HakoHeL, yCTaHOBEHME TOro MU MHOMO
Tna AU He BneyeT 3a cOBOM HUKAKWX M3MEHEHUI B TakTHKe
neyeHus.

B HacToALLee BpeMs yCTaHOBEHbI UMMYHOreHeTn4ecKmne oco-
HeHHocTV nuwb AUT 1Tna (AHA/ATM [ANA /SMA]-no3uTurBs-
HbI AW Tabn. 6).

Tabn. 6. Knaccudukaums ayTouMMyHHOro renatita (Tmnst AUT).

e AUl 1TKNa

Hanbonee yactbii Tun AUT. densetca AHA- 1 ATM-N03UTUBHBIM, MpOTeKaeT
c runeprammarnobynmHemuen. Annenv socnpummynsoctu: HLA DR3, DR4.
Ona HLA DR3 xapakTepHbl paHHAS MaHudecTalums 3abonesarus, bonee
TaxXenoe Te4yeHue, npeobnafaHme XeHuWmnH Hag My>kinHamu. ns HLA DR4
XapakTepHbl bonee nosgHee Hayano, bonee BbICOKas HaCcToOTa BHEMEYEHOYHbIX
NPOSBAEHUI, NYHLINN OTBET HAa MMMYHOCYNPECCUBHYIO TEPAMUIO; BO3MOXHO,
DR4 vrpaet 3alinTHyto ponb y getert c AU 1n 2 Tvnos

e AUT 2 TNa

YHacTo HayMHaeTCcsa B AeTCKOM Bo3pacTe. BoiasnsatoTca aHTuTena LKM-1, LKM-2,
LKM-3, aHT1TEeNa K TKaHAM LWMTOBUOHOM XXene3bl M aHTUTeNa K napueTanbHbiM
KneTkaM Xesyaka. Xapaktepusyetcs 6onee ocTpbiM TedeHreM 1 bonee
ObICTPbIM NPOrpeccrpoBaHVieM 3ab0NeBaHIA C MCXOLOM B LMPPO3 MeYEHMN.
Xy>e oTBeqaeT Ha MMMYHOCYMNPEeCCHBHYIO Tepanuio. Halue accoummpyetcs

C caxapHbIM AvabeToM 1TMna, ayTouMMYHHbIM TpeouamTomM 1 AMNC 1Tmna.
CoOTHOLLEHME XEHLLMH U My>X4nH — 60:40.

e AUT 3 TNa
ipeHTu4eH, no Bcen Buanmoctu, AUM 1trna.
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B nonynauum ctpar CeBepHon EBponbl oTMeYaeTcs vetkas
reHeTun4eckas accoumaums AU 11mna c HLA DR3 v DR4.
Annenu socnpummymsocti DR3 n DR4 asnsioTcs, no-BMAMMO-
MY, HE3aBUCUMbIMI PaKTOpPaMK pUCKa, MOCKOsbKY OOMbHbIe

c DR4, kak npaBuso, bonee cTapLlero BO3pacTa, Y XeHLLMH,
cTpapatowmx AUT, BbISBNSETCS NOBbILLEHHbIV YpOBeHb IgG,
OTMEeYaloTCa MeHee TaXenoe TeyeHne 3abonesaHna N MeHee
YacTble peumamBbl Ha GoHe Tepanum, Hexxenn y 6onbHbIX ¢ DR3.
Y DR4-nonoxumnTenbHbix 00MbHbIX OTMeYaeTcd bosee Bbicokas
4aCToTa BHEMEYEHOYHbIX NPOSBNEHWI 3a00neBaHus, YeM y
DR3-nonoxutensbHblX. MaumeHTbl, nMetowme Kak DR3, Tak 1
DR4, He otnmnyatoTcs oT DR4-nonoxmTtenbHbix 60MbHbIX. DR4
pefKo BCTpeyvaeTca y aeten ¢ AUT.



4. AYTOMMMYHHbIW renaTtuT
n 6epeMeHHOCTb

B 6onbLIMHCTBE NyOAMKALMI, KacaloLMXCs bepemMeHHoCTH

Y KEHLLMH C XPOHUYECKOW NaToNorner neyeHn, pedb MAeT o
«XPOHMYeCKMX 3aboneBaHnsax neveHmn» BoobLle, 6e3 bonee
rnyboKoro aHanm3a oTaenbHbIX HO3010rM4eCcKMX POPM.
XpoHnyeckne 3aboneBaHNs NeveHn 4acTo CONPOBOXAAIOTCS
CHMXEeHMEM MONOBbIX PYHKLMIA U HapyLleHeM MeTabon3ma
MOMOBbIX FOPMOHOB. DTO MOXET NPMBOANTbL K PA3BUTUIO aMEHO-
pen, OTCYTCTBUIO OBYNALMK 1N HEBO3MOXHOCTHM 3a4aTus. OfHaKo
BO3MOXHOCTb 6epeMeHHOCTU Y XEHLLMH Ha paHHWX CTaanax
3ab0neBaHu NeYeHn 0CTAeTCs TakoW Xe, Kak Uy 3[0PO0BbIX.

B T0 e Bpems, HacToTa bepeMeHHOCTU 1 HEOCTOXHEHHbIX POAOB
No Mepe NPOorpeccnpoBaHms 3aboneBaHNs NeveHn CHXKaeTcs.

o Mepe yTsKeneHus Te4eHnst ayTOMMMYHHOTO renatuTa
4acToTa BHYTPMYTPOOHOM CMepTW Niofa, a TakKe YacToTa
CaMOMPOM3BOJNIbHOIO NpepbiBaHUa bepeMeHHOCTM BO3pacTaeT.
OfZiHako HopMarbHOe 3aBeplieHe bepeMeHHOCTH Yepes
ecTecTBeHHbIe pOAoBbIe MyT HaboaaeTcs B HacTosLLee Bpems
npuMepHo y 80% XeHLLMH C XPOHNYeCKNMM 3aboneBaHns M
ne4veHu. JlabopaTopHble NokasaTtenu B neprog 6epemMeHHoCTH
HepeaKo yny4llaloTcs, BO3BpaLLasach Nocsie poaoB K YPOBHIO,
oTMeYvaBLlemycs Ao bepeMeHHOCTU. Bonpoc o TOM, OKa3biBaeT
N 6epeMeHHOCTb OTpULLIATENIbHOE BNWSIHNE Ha TeYeHMe ayTo-
MMMYHHOrO renatnTa, B HacTosILLLee BPEMS OKOHYATENIbHO He
pelleH. MiMetolimnecs AaHHble OCHOBaHbI, MaBHbIM 06pa3om,
Ha OTAeNbHbIX HAbMIOAEHNAX, B TO BPEMS Kak MHOTMe ClyYau
HOPMaslbHOro TeYeHNs BepeMeHHOCTI Y XXeHLLWMH ¢ 3aboneBa-
HUAMU NeveHn He dpukcnpytoTcs. C y4eToM TOro, YTO XPOHUYe-
CK1e 3aboneBaHms NeYeHn cenyvac BCe Hallle AMarHoCTMPYIoTCS
1 IeYaTCs Ha PaHHWX CTaguax, B3aMMOOTarowatoLlee BAnsHmue
OepeMeHHOCTN U XPOHNYECKNX 3a00NeBaHUI NevYeHn B HacTo-
flllee BpeMs BCTPEYAeTCs He Tak YacTo, Kak 310 6bino 20—30 net
Ha3apn. BmecTe c TeM, B KaXX[1OM clly4ae codeTaHus bepemeH-
HOCTW 1 XpOHMYeckoro 3aboneBaHus nevyeHr HeoOXoANMO
COBMECTHOE BeJleHMe Takon DepeMeHHOM akyLLepoOM-TMHEKO-
JIOrOM V1 renaTonorom,/racTposaHTeponoroM. Bonpock! neyeHums
PaccMaTPUBAIOTCS HUXeE.

17



18

5. AYyTOMMMYHHbIN renaTtuT npu
AyTOMMMYHHOM MNONANIHAOKPUHHOM
cuHpgpome (AMNC-1-AUI)

AyTOUMMYHHbIN NONUIHAOKPUHHbBIN crHapom (AMC), HasbiBae-
MbI Tak>Ke ay TOMMMYHHbIM NOAUTAAHAYNAPHBIM CUHAPOMOM,
BKJto4aeT B cebs AU nprmepHo B 15% cnyyaes. AMNC 1trna
(AMC-1) xapakTepnsyeTcs pa3nnuyHbIMM @y TOUMMYHHbIMM
CYHAPOMAaMU, MPOSABNAOLLMMMNCA KaK SHOOKPUHHBIMM, TaK U
HE3HOOKPUHHbIMW HapyLleHnamu (Tabn. 7). AUT, Habnogaembin
y naupneHToB ¢ AMNC-1, umeet 4eptbl AUT 2 Tvina. YacTo oH nmeeT
0CTpoe, PYNIbMUHAHTHOE TeYeHMe 1 He TaK XOPOLLO NoafaeTca
NMMYHOCYNpeccMBHOM Tepanuu, kak AUT 6e3 AMNC.

Tabn.7. AyTOMMMYHHbIV NONMIHOOKPUHHBIA CMHAPOM TTHNa.

© DHAOKPUHHbBIE HapyLIeHUs!
fMnepnapaTtvpeonansm (89%)
KaHOomno3 Koxu v camsnctboix (75%)
HepoctaTo4HOCTb HagnoYeyHunkos (60%)
MepBUYHbIV rUNnoroHaamnam (45%)
fMnotmpeos (12%)
CaxapHbin anabet 11mna (1%)
HecaxapHbin anabet (< 1%)

o HeaHAOKpPUHHbIE HapyLUeHUs!
CuHapoM Manabcopbumm (25%)
XPOHUYECKNIA aKTUBHBIN renatut (9-20%)



6. dapmakoTepanns ayTOMMMYHHOIO
renaTuTta

XoTs TakTMKa Tepanum ayTOMMMYHHOTO renaTuTa paspaboTaHa
B HacTosiLLee Bpemsi LOCTaTO4YHO XOPOLLIO, MHOTe BOMPOChI
NPOAOMXKAIOT OCTaBaTbCs OTKPbITbIMU. DTO KaCcaeTcs, B YacT-
HOCTW, BIIUSIHWS STHUYECKMX U FeHeTUYeckmX (akTOpoB Ha

3 PeKTUBHOCTb NleveHus, 0COBeHHOCTEN Tepanun y eTem

1 B3POC/IbIX, TAKTUKM NIeHeHUsi ay TOUMMYHHOTO renaTtmra

Npy TpaHCNNaHTaUMM NeYeHu.

Mockonbky AVT OTHOCKTCS K @y TOUMMYHHbIM 3ab0neBaHmnsMm,
JledeHre NPOBOAMTCA C UCMOJIb30BaHWEM KI1aCCUYeCKMX KOPTU-
KocTepounaoB (MpeaHV3oHa Unu npegHu3onoHa). HegasHo npu
ayTOMMMYHHOM renatite Obl yCrelHo NPUMeHeH COBPEMEH-
HbI TONWYeCKUI KopTukocTepons dyneconns, (byaeHobansk®).
Micnonb3oBaHme KOMOWHaLMM KOPTUKOCTEPOUIOB U a3aTmO-
NPUHa Tak>ke NPOLEeMOHCTPUPOBANO CBOIO 3PPEKTUBHOCTb.
A3aTVONpPKH, NO BCEN BUAMMOCTM, MOXET NCMOMb30BaTbCH

Ong nopnepxaHuna pemuccun AU gaxe B B1Uae MOHOTepanunu,
XOTH 1 OKa3blBaeTcsa HesPPeKTUBHbIM NPK NPoBedeHNM Ha-
YanbHoW Tepanuu B hase 060CTpeHs. B kayecTBe pe3epBHbIX
npenapaTo., HazHa4aeMbIx NpKY OTCYTCTBNM 3 deKTa OT Knac-
cmndeckon Tepanun (0cobeHHO Npu PyNbMUHAHTHOM TeHeHUM),
NPUMEHSAIOTCSA TakMe MMMYHOCYNPeCCaHTbl, Kak LIMK10CMOPUH

A (CsA), Takponumyc (FK506), mnkodeHonat modetnn (MMF)
N opyrve UMToCTaTukm. Y O0fbHbIX C PE3UCTEHTHBIMKU (hopMamMu
ayTOMMMYHHOrO renatmnTa, a Tak>ke y NaLMeHToOB Ha TepMUHalb-
HOW CTafMu 3ab0NeBaHUs B Ka4ecTBe TepaneBTUYeCKOoM onumm
MOXEeT pacCMaTPMBaTLCA TPaHCNNaHTauma neveHn. OgHako,
MOCKOSIbKY Y MHOTUX NauneHToB ¢ AU KoHCepBaTMBHaa Tepanua
OaeT XopoLnmr 3 deKT, TpaHCAaHTaLMA NeYeHn NP ayTONM-
MYHHOM renaTuTe y>XXe He UrpaeT TOW ponn, KOTOPYIO Urpana
npexae v NPoJoJIKaeT COXPaHATL MPU APYrUX XPOHNYECKNX

(B TOM YMCIe ayTOMMMYHHbIX) 3a00neBaHMsAX neveHun. TpaHc-
nnaHTaums neyeHr NPOBOAMNTCA NULLb Y 2,6% BOMbHbIX C ayTo-
WMMYHHbIM renatutoM 1 Tofibko B CLLIA —y 5,9% naumeHToB.
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6.1. HauanbHag Tepanus

MockonbKy nobas MMMYHOCYNpPeccMBHasA Tepanms COMpPoBOX-
faetcsi NoboYHbIMKM 3hhekTamm, Neped Ha4vanoM NeYeHns He-
00XOAMMO YeTKO COMOCTaBUTL LeNIeCOO0Pa3HOCTb Ha3HavYeH s
npenapaToB 1 NOTeHLMaNbHbIA PUCK. AOCONIOTHBIM MNOKa3aHWeM
K IMMYHOCYNpPeCcCUBHOM Tepanum SBASETCS TaXenoe 1 nporpec-
cnpytollee TedeHMe 3aboneBaHus, ecATUKPATHOE NOBbILEHMe
YPOBHS TPaHCaMMHa3 N0 CPAaBHEHUIO C HOPMaSbHbIM U Xe
NATVKPATHOE NOBbILLEHME YPOBHSA TPAaHCAMMHA3 B COYETaHUM

C ABYKPATHbIM MOBbILLIEHMEM YPOBHS raMmMa-rio0ynnHoB.

Mpw TMCTONOrMYeCKOM UCCIefOBAHNI IONKHA BbISBAATHCS
BOCManuTenbHas MHPUNLTPALMS CO CTYNeHYaTbIMN U/ Ui
MOCTOBUAHBIMWU HEKPO3aMU.

MockonbKy 60MbHbIe CO ChOPMMPOBABLUMMCS LMPPO30OM Mneye-
HU TaK>Ke XOPOLLIO OTBEYAIOT Ha UMMYHOCYNPECCUBHYIO Tepa-
MU0, OHM JONKHbI NONyYaTh feveHne Npu HanMymm NPrU3HakoB
aKTMBHOrO BoCMnaneHus. IMMyHoCynpeccrBHble npenapaTbl
MOTYT ObITb Ha3HayYeHbl Aaxe 00NbHbIM C PaHHUMU NMPU3HaKaMm
LeKOMMEHCaLMM LMPPO3a NeveHn U e nocse KpoBoTeYeHUN
13 BapMKO3HO pacLUMpPeHHbIX BEH NNLLEBOAA.

Llenecoobpa3HoCcTb MMMYHOCYNPECCMBHOWM Tepanum y 6onbHbIX
C He3HAYNTENIbHOW akTUBHOCTbIO 3a601eBaHNS 1 ero MeaeH-
HbIM MpOrpeccrpoBaHmeM (B pacyeTe Ha ynyylleHe NporHo3a
1 NOBbILIEHWE OXWAAEMOV NMPOAOTXKUTEILHOCTI XIM3HM) NOKa
ele YeTKO He onpefeneHa. BmecTte C TeM, MIMMyHOCYNpeccuB-
Hble MpenapaThbl, Ha3Ha4YaeMble B ManbIX 403aX, MOTYT yNy4lnTb
o0lLee caMOYyBCTBME TakMX NALMEHTOB U Ka4eCTBO MX XKN3HU.

P DeKTNBHOCTb NPeSHN30HA U MPEeAHN30JI0Ha NPaKTUYeCcKkn
OAVHAKOoBa. JleyeHe ayTOMMMYHHOIO renatmTa Ha4MHaeTCs

C Ha3Ha4yeHua npeaHmn3oHa (NpefHM3onoHa) B f1ose 60 Mr e
CYTKM NepopanbHO B Te4eHMe OAHOW Heenn C NoCeAyoLIMM
CTYNeH4YaTbIM CHUXKeHMeM 103bl Ha 10 Mr 4o 30 Mr B CyTKM.
[anee npofonxaetcs exeHenenbHoOe CTyneH4YaToe CHUXeHMe
CYTOYHOW [l03bl Ha 5 M, Tak Y4TO NPUMEPHO Yepes 6 Heaelb
©ornbHble MOryT ObITb NepeBeeHbl Ha NpUeM NoaaepXKMBato-
wew o3bl 8—10 Mr B CyTkW. B oTAenbHbIX Cly4asx go3a npes-
HM30Ha MOXET ObITb CHUXEHA 10 5 MI B CYTKW U laxe Huxe Oe3
pa3BuUTUA peunamsa. CHUXeHMe 003bl JOMKHO NPOBOANTHCA
MoA KOHTPONEM OCHOBHbIX Nab0OPaTOPHbIX MapPaMeTPOB U
KOPPEeKTUPOBATLCHA NPU X M3MEHEHNW.
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Ecnu y GonbHbIX MOBbILLIEHWE YPOBHS TPaHCAMMHA3 COXpaHseTcs
00 [OCTUXKEHMA NOALEPKMBAIOLWMX A03, TO MOXHO BEPHYTHCA

K NpenblayLien bonee BbICOKOM [03€ KOPTUKOCTEPOUAOB UM Xe
Ha3Ha4YMTb KOMBUHALMIO KOPTUKOCTEPOUAOB C a3aTUONPUHOM

B CyTO4HOM fo3e 1 Mr/Kr maccel Tena. KoMOuHauuma ¢ a3atmonpu-
HOM MOXeT ObITb NPYMEeHEHa M NPW paHHEM BO3HVKHOBEHWUM
NoOOYHbIX CTEPOUOHbIX 3P EKTOB.

KoMOVHMpoBaHHas Tepanusa NpeaHM30oHOM 1 a3aTUOMNPUHOM
MOXeT NPOBOAMUTLCA YXKe C CaMOro Havasa, NOCKOJIbKY OHa
MO3BONAET CHNU3UTL Ha4allbHYIO 003y MPefHN30Ha M YMEHbLINTD,
Taknm 06pas3om, puck NoOOUHbIX 3PdeKTOB. ST ABa UMMYHO-
CyNpeccyBHbIX NpenapaTta NoTeHLMPYIOT AeCTBME Apyr Apyra.
HadanbHas [03a a3aTUONPYHA Y B3POCSIbIX COCTaBNAET OKONO

50 Mr 1 MoxeT ObITb yBenuyeHa go 100 nnu aaxe 150 Mr B CyTkmM
(1-1,5 Mr/Kr Macchl Tena B CyTku; Tabn. 8).

Tabn. 8. HauvanbHas Tepanus ayTOMMMYHHOIO renaTmTa.

MOHOTepaﬂVIﬂ npegHN30HOM

1-a Hepens 60 Mr B cyTKM
2-9 Hepens 40 Mr B CyTKU
3-9 Hepensa 30 Mr B CyTKMN
4-9 Hepens 25 Mr B CyTKU
5-9 Hepens 20 Mr B CyTKM
6-9 Hepend 15 Mr B CyTKM
MNopoepxu-

BatolLas go3a
yepes 6 Hepenb 8=10 Mr B cyTKM

nnm

1-9 Hepens MpenHn3oH 30 Mr B cyTKK + azatuonpuH 50 Mr B CyTKMK
2-9 Hepens MpenHn3oH 20 Mr B cyTKM + a3atnonpuH 50 Mr B CyTKU
3-4 Hepensd MpenHu3oH 15 Mr B cyTkn + azatmonpuH 50 Mr B CyTKMn

MoppepXuBaloLlad Tepanma npeaHM3oHoM B fo3e < 10 mr
Yepes 4 Hepenn B cyTkM + asatmonpurH 50—100 Mr B cyTkwm
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B HacToslLee BpemMdA MONyYeHbl nepsble pesyibTaTbl NprMeHe-
HUS TONWMYECKOro KOPTUKOCTepouaa OynecoHnaa. byneconns
(ByneHodanbk®), NpUMeHABLIUIACA B TeHeHMe 6 Hefenb y naum-
eHToB C AUIT, LOCTOBEPHO CHMXaSl KakK YpOBEeHb TpaHCaMmHas3,
Tak 1 yposeHb IgG. Mpn 3TOM cofepxaHue KopTn3ona B nfiasme
He M3MeHsnoch, a NoboYyHble 3ddekTbl BCTpeYanncb peako u
Obinv cnabo BbipaxkeHHbIMU. MakcManbHas CyTo4Has 1o3a
OynecoHmaa cocTaBnseT 6=9 Mr, HO MOXeT BbITb CHUXeHa Npu
nosly4eHun appekTa 4o 3—6 Mr. B HelaBHeM HeMeLLKOM nccrne-
noBaHuu (Csepregi A. et al., 2006) Tepanus byneHobanskom®

B [03e 9 Mr obecneymnna nosHyo (KNMHUYeckyio 1 broxnmmye-
CKyio) peMmuccnio y 83% naumeHTtoB ¢ AUT, npm 3ToM NoHoYHble
3 dekTbl HAbMOAANNCH TOMBKO Y 4 NALMEHTOB C LMPPO3OM
neyeHun. Pe3ynbTaTbl MCCNe0BaHWS Takke nokasanu, 4to byne-
COHM MOXET MHAYLMPOBATL He TONbKO OMOXMMMYECKYIO, HO

1 rncTonormnyeckyto pemumccmio npyu AU Ecnm B nocnemyowmx
MCCNefoBaHMsAX NONOXMUTENbHbIN 3P heKT byaecoHnaa dbyaet
NOATBEPXAEH, Mbl MONYYMM B CBOE PACMOPSAXKEHNE XOPOLLNM
TOMNYECKNIN KOPTUKOCTEPOMAHBIV Npenapat A8 Ne4eHns ayTo-
MMMYHHOTO renaTuTa, N1ib Manas 4acTb KoToporo (okono 10%)
nonagaeT B CUCTEMHbIN KPOBOTOK, ONPeAenss TeM CaMbIM CyLie-
CTBEHHO MEHbLUNI PUCK NOOOYHbBIX 3PEKTOB MO CPABHEHMIO

C TPAANLMOHHBIMW KOPTUKOCTEPOUOAMMU.

6.2. [MoppepxusBatouwiasa Tepanns

Mocne 4OCTUXEHNS PEMUCCUN TeYeHNe AONXKHO ObITb NPOLON-
>KEHO, MO MeHbLLEN Mepe, B Te4yeHue 12 MecsaLeB, MOCKOSbKY B
npoTnBHOM cnydae y 80—90% GonbHbIX B TeHeHWe rofa nocne
npexXAeBpeMeHHOro NpekpaLLleHns neYyeHns pa3BrBaeTCa peLn-
A 3aboneBaHuns. BHe 3aBMCMMOCTI OT BbIOpaHHOro npenapaTa
noAfepXmnBatoLlas Tepanma 4OSKHa NPOBOAUTHCH B BO3MOXHO
Oonee HM3KMX fo3ax. C3TOW LEenbio NyYyLle BCero NoAXoANT KOM-
GuHaLMs NpefiHN30Ha (MpefHN3010Ha) 1 a3aTUOMNPUHA, MOCKOSb-
Ky oHa bonee 3pheKT1BHa B NOAAEPXKAHWUM PEMUCCUM, YEM MO-
HOTepanusa NpefHVU30HOM. Pe3ynbTaThl OQHOrO 13 UCCNef0BaHUM
nokasanu, 4To Npu NPoBefeHNM KOMOVHNPOBAHHOM Tepanun y
90% naumeHTOB Yepes 18 MecqLeB coxpaHaiacb peMuccus, Torga
Kak npuv MOHOTepanunmn KOPTUKOCTEPOULAMM PEMUCCUA COXPAHA-
nacb nuub y 60% OonbHbIX. B nccnenoBaHum, NpoBefeHHOM

B BennkobpuTaHnm, nocne NoBbIWeHWs 403kl a3aTUOMNPUHA L0

2 MI/KF Macchl Tena cTana BO3MOXHOW [aXe NOfIHasA OTMeHa
KopTrKoCcTepomaos. [MoaaepXxmsatoLas Tepanmsa a3aTMonpuHoOM
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LOJIKHA NPOLONXKaThCa B TedeHue 2—4 fieT, xoTs peunanssl AU
MOryT HabnogaTbCs 1 B bonee No3aHme Cpoku (Hepes 5 neT u
bonee) (tabn. 9).

Tabn. 9. MoppepxuvBatoLlas Tepanus y naumeHTos ¢ AUT B haze pemmccum
1 ee pe3ynbTaThl.

o [lpegHN30H: <10 mr + azatmonpuH 50—100 mMr B cyTKmn

o MpoporxeHvie Tepanuu: MO KpanHewn mepe, B TedeHue 2—4 et

e [loniHad pemunccms: Yyepes 1rog 25%
yepes 2 roga 55%
Yyepes 3rofa 70%
Yyepes 4 rofa 80-90%

e JleyeHuve peLnamnBoB: [MpenHu3oH B fo3e 20 Mr + azaTMonpuvH B 4o3e
150 Mr B CyTKW MY BO3BPAT K Ha4albHOW J03€e
e [pounakTunka MoHoTepanvs a3aTmonprHOM B fo3e
peLmanBoB: 150 Mr B cyTKM

MNocne Toro Kak NPOoOOJIKNTENTBHOCTb PEMUNCCUN OOCTUTHET,
No MeHbLUEeN Mepe, ABYX J1eT, MOXHO NnocCTerneHHO oTONTH

OT NPMMEHEHNA KOPTUKOCTEPONLOB, CHNXAA NX 003y MO
MUITNTNTPaMMaM. Ecnv Bo3HUKaeT peunans, TO BO3BPALLLAOTCA
K Ha3Ha4YeHWto HepBOHa‘-IaJ'IbHOI;I O03bl. |_|pl/l NMOBTOPHOM
BO3HMKHOBEHNMW PELUNOMBOB NMPOBOOAAT ONTNTENIbHYIO TEPANNIO
BO3MOXHO MeHbLUNMW O0O3aMW.

B 1abn. 10 nepeyncneHbl rpynmnbl GONbHbIX, MMEIOLLMX NOBbI-
LWEeHHbIN PUCK BO3HUKHOBEHWS OCNIOXHEHWI NPW ANUTENbHOM
Tepanuuv NpefaHn3oHoM (MpeaH30I0HOM) UK a3aTUONPUHOM.
B Takmx ciy4asx HeoOXoAMMO MOMbITAaTLCS COXPAHUTL PEMUIC-
CUIO C MOMOLLbIO MPUMEHEHNS OLHOTO M3 ABYX NPenapaTos.

Ta6n. 10. Moka3aHns K MOHOTEpanu Npy ayTOUMMYHHOM renaTtuTe.

e KopTmkocTeponabl: Y MOMOAbIX XEHLLUMH, XeNaloWwmnx MMeTb eTen
Mpn bepeMeHHOCTH

o A3aTMOMPUH: Y BOMbHbIX C MHCYNIMHO3aBUCKMMbIM CaXapHbIM AVabeTom
Y ©0fbHbIX C TAXKENOW apTepuanbHON rmnepTeH3nem
Y ©0fbHbIX C rNaykoMowm

Y 605bHbIX C BblIPpa>XeHHbIM OCTEOMOPO30OM W MOBbILWEH-
HbIM PMCKOM MNepesioMoB
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6.3. Tepanusa AUT y peten

TeyeHre ayTOUMMYHHOTO renaTuTa y AeTen 3a4acTyto oTnyaeT-
Cst OT TAKOBOrO y B3pOC/bix. bonee arpeccrsHoe TeveHue 3abo-
neBaHVA y AeTer 1N Hepeako ero No3fHNAA AMarHoCT1Ka oKasbl-
BalOT 3aMEeTHOe BNMAHME Ha pe3ynbTaTbl eveHus. lNosTtomy B
neamaTpU4eckon npakTuke 6onbLIOe 3Ha4eHMe MeeT KOMOU-
HMPOBAHHOE MPUMEHEHWE Pa3NNYHbIX METOA0B ANArHOCTNKM
ayTOMMMYHHOTIO renatmnTa C Lefblo Kak MOXHO Dofiee paHHero
pacno3HaBaHMs 3a00f1eBaHNs 1 CBOEBPEMEHHOIO Havana
Tepanuu.

OCHOBHbIM NeKapCTBEHHbBIM NPenapaTom, NprUMeHaeMbIM Npu
AUT y neten, aBNseTCs NpeaHu3oH (NpefHN30/10H), KOTOpbIN
Ha3Ha4aeTca B HaYanbHOW [03e 2 MI/KI Maccbl Tena B CyTKM.
MakcrManbHble f03bl MOTYT COCTaBNATL 40 60 M B CyTKU.
OOLWEeNPUHATOrO pexiMa MOHOTepanmmn He CyLLecTByeT
(1abn. 11). B HEKOTOPbIX LeHTPax NPakTUKYeTCs exXeHEBHbIN
npuemM KOpTUKOCTEPOMAOB, TOMAa Kak B APYriX fie4eOHbIX
yUYpexXAeHNAX KOPTUKOCTEPOUAHbIE MpenapaThl Ha3HA4aloTCH
Yyepes feHb. DPPEKTUBHOCTb KOPTUKOCTEPOVAOB Y AeTeu
ABNAETCA CTOMb e BbICOKOW, Kak My B3poc/bix. OgHaKo npu
Pa3BUTUM OCTPOW NEYEHOYHOW HELOCTaTOYHOCTM KOPTUKO-
cTepounbl y fieTer (B OTMYME OT B3POCTIbiX) HES(MEKTUBHBI.
Mpw pe3ncTeHTHbIX hopMmax AUT y neTen pekomeHayeTcs
NpoBefeHme TPaHCMIaHTaL MK NeYeHu.

Tabn. 11. ViImmyHocynpeccnsHas Tepanus AUTy neten.
o MNpeaHM30H (MPefHN30510H) B A03€ 2 MI/KF MacChl Tena B CyTKU B TeYEHME He
Oonee 60 oHeN, 3aTeM CTyNeHYaToOe CHUXEHMe [03bl 40 2,55 Mr B CyTKM.
e Bo3aMOXHasa cxemMa npuema npenapata: exefHeBHO UK Yepes OeHb
e PeMuiccns pocTuraetcs 6onee yem y 90% petert ¢ AUT

e Bpems gocTuxerus pemuccun: — Nput AUT 1 Trna — okoso 6 mecaLes
npv AUV 2 Tna — okosio 9 mecaueBs

o [1n npegynpexaeHns 3a0epXKn pocTa MoXeT 06CyK4aThCs MpuMeHeHme
umknocnopuHa A (CsA)
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6.4. Tepanus npu bepeMeHHOCTU

Mpu nedeHnn AUT Bo Bpems 6epeMeHHOCTIM B HacTosLLee BPeEMS
NpUOEPXMBAIOTCA CNefyloLmMX pekoMeHaaunn. Ecnv naumneHTka
nnaHnpyeT OepeMeHHOCTb, OHa NOJTy4YaeT TObKO KOPTMKOCTEPO-
nAabl, MOCKONbKY OTCYTCTBUE SMOPUOTOKCUYHOCTM NpU NpremMe
npenHN30Ha 1 NPefHM30M0Ha CHMTaeTCa AoKa3aHHbIM. Ecnu
cxema neyeHuns, NpuMeHsBLIascs Ao bepeMeHHOCTH, BKoYana
B cebs KOMOMHALMIO C a3aTUOMPUHOM, TO NOCNEeAHUI LieNeco-
00pa3HO OTMEHUTL, MOCKOJbKY B 3KCMEpUMEHTabHbIX UCCe-
OOBaHMAX Ha XXMBOTHbIX ONMCaHbl peAKue Ciydau HapyLleHuin
BHYTpMYyTPOOHOro pa3sutuns. OgHako, ecniv bepeMeHHOCTb
HacTynuna Ha hoHe TeKyLLero NpoBefeHs KOMOUHUPOBAHHOM
Tepanunu, 3Ta Tepanma NPoLOSIXKAETCH, MOCKOSIbKY Nnepexon,

Ha MOHOTepPanuio MOXET BbI3BaTb yXyAlleHne TeqeHne AT

y 6epeMeHHON XeHLLMHBI. [1pK 3TOM pUCK Pa3BUTUS HapyLUEHWI
BHYTPUYTPOOHOro pa3suTmsa nnoda OyaeT HMXe, YeM PUCK
0b0CTpeHNs 3aboneBaHns y MaTepU NpKY Nepexoe Ha MOHO-
Tepanuio.
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7. LOpyrve UMMYHOCYNpecCcaHTbl

MpumMepHo y 10% GonbHbIX AUT Tepanus ¢ nprMeHeHrem obbIY-
HbIX UMMYHOCYNPEeCCHBHbIX MPENapaTOB BbI3bIBAET yXyALIeHMe
TeyeHns 3abonesaHus, a elle y 10-15% naLmMeHTOB OHa Hefo-
CTaTO4HO 3(hheKkTUBHA. Y TakMx OOMbHbIX MOXET 06CY X AaTbCs
LenecoobpasHoCTb NPUMEHeHMS APYIMX MMYHOCYNPEeCCaHTOoB,
NpUMeHsieMbIX B TpaHCaHTonorum (Tabn. 12).

Tabn. 12. [pyrve MMMyHOCYNpeccnBHble npenapatsl Ans nedexus AT

1. bynecoHna (ByaeHodanbk®):
MpumeHsnca npy AUT 11rna v overlap-cnHapome
(B mo3e 6—9 Mr B CyTKW B TedeHWe 6—24 Hedenb),
a Takxxe npu MBLL (6=9 mr B cyTkum + YOXK
B Ao3e 10—15 Mr/Kr Maccbl Tena B CyTKM)

2. UmknocnopuH A (CsA):
MpyMeHsncs npu AU 1T1na (B Lo3e 3—6 Mr/kr
Macchl Tefla x 2 pa3a B CyTku B TedeHuve 10 Hefenb),
a Takxe npu MBLL n MCX (24 mecaua)

3. Takponumyc (FK506):
Mpumersancs npy AU 1Tuna (B gose 2-3 Mr/kr
MacChl Tena x 2 pasa B CyTKM B TedeHue 12 MecsiLes),
a Tak>xe npu MCX (0,03-0,75 Mr/Kr Maccbl Tena
B CYTKW B Te4YeHue 12—27 MecsLieB)

4. MukodeHonat modetun (MMF):
Mpumenanca npn AUT 1Ttrna
(B mo3e 250—1000 Mr x 2 pa3a B CyTKu
B Te4yeHue 46 MecALEeB), a Takxe npw MbL|
(2rBcytkm + YOXK B fo3e 11 B cyTKM)



byneconun (byneHoganbk®)

Byneconup (byneHodanbk®), Kak y>xxe oTMe4anoch, NpuMeHs-
ncs y 6onbHbIX AUT, Kak B KayecTBe Tepanum «nepBort IHNNY
(y paHee He neYeHHbIX MaLMEHTOB), TaK 1 B Ka4eCcTBe Tepanun
«BTOPOW JINHWUMY Y NALMEHTOB C HEMEPEHOCUMOCTbIO MPeAHN-
30J10Ha VNN a3aTUOMPUHA NI XKe PE3UCTEHTHbBIX K CUCTEMHbBIM
KopTukocTepouaam. Tepanua byoeHodanbkoM® B fo3e 9 Mr
NHAYUMPOBana nosHyto (KNMHUYecKyo 1 G1oxXnMmyeckyto)
peMmccuio y noaasnsioLlero bonbwmHCTBa (83%) naumeHToB
¢ AUIT, npu 3ToM Nobo4Hble 3dhdekTbl BCTpeYanmcs peako v obi-
N1 cnabo BblpaxxeHHbIMU. Takke ObINo nokasaHo, 4to byaeco-
HUL MOXET MHAYLMPOBATb He TONbKO BUOXMMUNYECKYIO, HO U
rMCTONIOrMYeckyto pemmnccuio npu AU

LnknocriopuH A (CsA)

LinknocnopuH A (CsA) npumeHsncsa y HeborbLLIOro Y1cnia naum-
eHToB ¢ AT 1Trna B fo3e 3—6 Mr/Kr Macchbl Tena 2 pasa B eHb.
Pemunccmsa gocturanach dyepes 10 Hegenb. B apyrom Habnoge-
HUK Tak>Ke Obln ONMcaH NoNoXuTeNnbHbIN 3PMEKT NpUMeHeHUs
npenaparta. B HekoTopbix ciydasax CsA KOMOWHMPOBANCs ¢ npes-
HW30HOM U a3zaTuonpuHoM. MNpumeHerne CsA npeactaBnsaeT
cobor BO3IMOXHYIO TepaneBTUYeCKYIO anbTepHaTUBY NpU ayTo-
MMMYHHOM renatuTe, pe3vCTEHTHOM K APYrMM NpenapaTtam.
Ha3HayeHMe LMKII0CnoprHa MOXET PacCMaTPUBATLCS U B TeX
cny4vanx, Korfa peds MAEeT 0 NpefynpexaeHnm 3a0epXXKu pocTa
y oeTen 1 NoApPOCTKOB.

Takponumyc (FK506)

MIMMyHOCYnpeccmBHbIn 3chdekT Takponnmyca (FK506) oka-
3ancs B 10200 pa3 bonee BbipaxeHHbIM, Y4em 3 dekT CsA.
Coobulaetcs 06 nccnefoBaHnK, B KOTOPOM NPUMEHEHWE
TaKpONMMycCa B [o3e 3 M 2 pa3a B eHb B TedeHue 12 mecaueB
y 21 naumeHTta c AT nprBeno K ObICTPOW 1 CTOVKOW PEMUCCUN.

MukogpeHonat mogpervn (MMEF)

MprMeHeHne MukodeHonata ModeTtuna (MMF) y 6onbHbIX
AU, pe3ncTeHTHbIX K 0ObIYHOM Tepanunu, TakxKe [ano xopolume
pe3ynbTaTbl. KpoMe Toro, B neveHmm 6onbHbIx AU ncnons3osa-
NNCb uMKnodochamma, bnynapaburH 1 xnopaMmoOyLH.
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8. Pe3ynbraTtbl NneyeHus

MepBUYHO He OTBEHAIOLLIMMUI Ha TEPANMIO CHUTAIOTCS NaLMeHTbI,
Y KOTOPbIX NPUMEHEHVE UMMYHOCYNPECCUBHBIX MPenapaTos
BOOOLLLE OKa3blBAETCH HEIDPEKTUBHBIM.

Pe3ynbTaThbl NeveHus NpeaHN30HOM (MPegHU3010HOM) 1
azatuonpuHom npu AU MoryT ObITb CleayLWUMA;

1. MonHbIM oTBET

2. YacTm4HbIV OTBET

3. OTcyTCTBME TEpPaneBTMYeCKoro apdekTa
4. HebnaronpusaTHbIN MCXom Tepanim

o[ Mo/IHBIM OTBETOM B HACTOSsILLEe BPeMsi MOHUMAIOT MOSHYIO
HopManu3aumio nabopaTopHbIX NoKasaTenemn, COXpaHsIoLLYyCs
B Te4eHKe rofa Ha oHe noaaepxmBatoLlen Tepanuu. Mpr 3Tom
HOPMasM3yeTcs U rmcTonorndeckas kapTuHa (3a nckiodeHnem
COXpaHeHWs HeBOMbLIMX OCTAaTOYHbIX M3MeHeHUI). O NONHOW
3 PEKTUBHOCTM NEYEHNS TOBOPSAT U B TEX CyYasX, KOraa foc-
TOBEPHO YMEeHbLAeTCs BblPaXXeHHOCTb KIMHUYECKMX CUMMTO-
MOB, U B TeYeHMe NepBbIX MecALEeB Tepanuu, No KpanHen Mepe,
Ha 50% yny4watoTcs nabopaTopHble nokasatenu (Kotopble

B nocnenytouine 6 MeCALEB He MPEBbILLIAIOT HOPManbHbI
ypoBeHb bonee Yem B 2 pa3a).

Mpwn YacTyHOM OTBETE OTMEYAETCS YNYULIEHWE KITMHNYECKMX
CUMMTOMOB U B TeHeHMe NepBbIX 2 MecsLeB HabnoaaeTcs ynyy-
LeHVe nabopaTopHbIX NMokasatenen Ha 50%. B nocnepyiolem
NONOXMTeNbHaA AMHAMKMKA COXPaHAETCs, OAHAKO NOHOW U
NpaKTN4eCKM NONHOW HOPManM3aLmmn NabopaTopHbIX NokasaTe-
newn B TeYeHKe rofa He NponcxoauT.

Mo oTCyTCTBMEM TepaneBTnYeckoro 3¢ gekta (HeathheKTMBHOC-
TbiO NleYeHNs) NOHMMAIOT yNy4lleHne nabopaTopHbIX MokasaTe-
nen MeHee YyeM Ha 50% B nepBble 4 Hedenu nevyeHns, NnpuyemM
JanbHenwero nx CHUXeHWs (BHe 3aBNCUMOCTU OT KNTMHUYECKO-
O UM TMCTONOMMYECKOTO YyHLLIEHNS) He MPOUCXOAMT.



HebnaronpusTHbIV MCXOA TEPanm xapakTepnayeTcs AanbHen-
WM yXyILleHUeM TedeHns 3abonesaHuns (faxe ecnm npm 3ToM
B HEKOTOPbIX Cly4asx OTMeYaeTcs ynydlleHne nabopaTopHbIX
nokasarenew).

O peunamse 3aboneBaHKs TOBOPST B TEX Cly4asx, Koraa noce
LLOCTVXKEHWS NMOSHOIO OTBETA BHOBb MOABASAIOTCSA KIMHNYECKMe
CUMMTOMBI W yXyALatoTcs nabopaTopHble NokasaTenu.

B Tabn. 13 npencTaBneHo M3MeHeHne NporHo3a npu ayTonm-
MYHHOM renaTuTe Nocne BBeAeHUS B KNMHUYECKYIO NPaKTUKY
KOPTUKOCTEPOUAOB. Y HEKOTOPbIX OOMbHbIX C HaCTUHHOM
pemMunccren, HeCMOTPS Ha MHOTONIETHEE NeYeHMe, He YaaeTCs
npenoTBPaTUTb TPAHCHOPMALLMIO renaTnTa B LMPPO3 NeYeHU.
OpHaKo, MOCKOMbKY NleYeHre TakmMx NaLMeHTOB 3aMednseT
nporpeccnpoBaHue 3abonesaHus, nokasatenu nx 10-netTHen
BbIXXKMBAEMOCTU MOBbICUTUCL C 25% o 60%. Ecnu ns aton
rpynnbl UCKIOYUTL NaLMEHTOB CO CDOPMUPOBABLUMMCS K
Ha4any nevyeHmsa LMPPO30M neveHu, nokasatenn 10-neTHen
BbIXXMBAeMOCTV Bo3pacTaioT Ao 90%. [NpunBeeHHble Bbille
pekoMeHaaLMmM no Tepani 6onbHbIX AVT cOOTBETCTBYIOT
IencTBYIoUMM CTaHaapTaM Hemelkoro obLecTBa no n3y4eHuio
3aboneBaHWI OpraHoB NuiLleBapeHus n obMeHa BelllecTBa.

Tabn. 13. MporHo3 ayToMMMYHHOTO renaTuTa 4o ¥ NoCe 3pbl KOPTUKOCTEPOUAOB.

e [lo LLIMPOKOro NcnoJib3oBaHMA MMMyHOCyI'IpeCCMBHOIZ Tepannn
KOpTMKOCTepondamMn

3-NeTHAA BbI)XIBAEMOCTb 50%
10-neTHAS BbIXKMBAEMOCTb 10%
5-71eTHAA BbIXXMBAEMOCTb MPW LIMPPO3e neveHn 42%

e [locrne BBeeHMNS MMMYHOCYTNPECCUBHOM Tepanumn KOPTUKOCTEpOUAaMU
B KJIMHMYECKYIO MPaKTUKY

10-neTHASA BbIXXKMBAEMOCTb 90%

Xopolue pe3ynbTaTbl Mofly4YeHbl faxe y 00JbHbIX C LMPPO30M NeyeHn
1 NPU3HaKaMM NeYeHOUYHOM HeJOCTaTOHYHOCTU.
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9. Mobou4Hble 3pdeKTbl
MMMYHOCYNpeccCuBHOWN Tepanuu

BOonbLWNHCTBO DONBbHbBIX XOPOLLIO NepPeHOCHT NleveHmne KOPTUKO-
cTepougamm 1 azatmonpmuHom. OgHako y 10—20% nauneHToB

C pa3BMBLUNMWNCSH MOPTOCUCTEMHbBIMW LYHTAMU NPUXOAUTCS
CHWXaTb [O3bl MPENAPATOB 13-33 MOHWXEHHOIO NeYeHOHHOro
KNMpeHCa M NOBBILLIEHHOIO PUCKA OCNOXHEHWNIW. DTO KacaeTcs,
B YAaCTHOCTW, U TOMNYECKNX KOPTUKOCTEPOUAOB, KOTOPbIE, XOTS
1 0bnafaloT 04eHb BbICOKOW ayPUHHOCTBIO K KOPTUKOCTEPOUI-
HbIM peLenTopaM (B 50 pa3 Honee BbICOKOM, 4eM Y TpaauLM-
OHHbIX KOPTMKOCTEPOWIOB), a TakXe BblpaXKeHHbIM 3(hhekToM
NepBoro NPoXoxaeHus yepes nederb (80—90%), Bce xe npo-
HWMKAIOT Yepe3 NOPTOCUCTEMHbIE LLYHTbI B CUCTEMHbI KPOBOTOK
1 NOTEHLMAaNbHO MOTYT Bbi3blBaTb MOOOYHbIE ShHEKTHI.

Hanbonee 3Ha4nMble NOOOYHbIE 3P DEKTHI KOPTUKOCTEPOUIOB

W asaTnonpuHa npmusepeHsl B Tadn. 14 1 15. MpumepHo y 15%
B3pOC/IbIX OTMEYaeTCs reHeTUYeCckn AeTepMUHUPOBaHHOE
CHUXeHVe MeTabon3Ma a3aTonpuHa B neveHn. MprumMeHeHne
a3aTMOoMpUHa y Takix DONbHbBIX MOXeT BeCbMa ObICTPO NprBeCTr
K NOBBILLIEHWIO €r0 KOHLEHTPALMM B CbIBOPOTKE A0 TOKCUYECKOrO
YPOBHS. Y NaLMeHTOB, NONyYaloLWMX a3aTUONPUH 1 annonypum-
Hon, HabNoAaeTCs NOBbILEHHbIV PUCK YTHETEHMUS KOCTHOMO3-
rOBOro KPOBETBOPEHMS, MOCKOSbKY afionypuHON MHrMbupyeTt
MeTabon13M a3aTMONpPMHa O TUOMOYEBOW KMUCNOTbI. Y Takmx
DOoMbHbBIX HEOOXOAMMO NPOMUNAKTUYECKN CHU3UTL A03Y
asaTnonpuHa Ha 25% nnu xe BoobLLe He Ha4YMHaTb NeyeHre
3TUM NpenapaTom.

XoTs BblpakeHHas NenkoneHns MoXeT Pa3BUTbCS Ha PoHe Tepa-
NMK a3aTMoNpPUHOM B NloO0oe BpeMs, B NepBble TpW MecsLa ne-
YeHWs CreflyeT NOBTOPSATb KNMHUYECKMIA aHaNMU3 KPOBU Kaxible
14 gHen, a B nocnegytolime Mecaubl — Kaxable 4 Hegenu.



Ta6n. 14. Mobo4Hble 3chdhekTbl UMMYHOCYNPECCUBHOM Tepanum
KopTMKOCTEpOMAaMMN.

Ta6n. 15. Hanbonee 3Ha4yvMble NoO0YHbIe 3(hPeKTbl a3aTUOMNPUHA.
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CopepxaHue hopMeHHbIX 311IEMEHTOB KPOBW Y BepeMeHHbIX

¢ AU oTpaxkaeT TakoBoe Yy nioga, No3ToMy npekpatleHme
npriemMa asaTronprHa yny4yllaeT KapTrHY KPOBW, KaK 'y MaTepu,
Tak 1y nnopa. JaHHble 0 NOTeHUMaIbHOM KaHLEPOreHHOM
[eNCTBUM a3aTUONPYHA ABNAIOTCA HEMOMHBbIMW M MPOTUBOPEYN-
BbIMM. Heobxoanmo obpalliaTe BHUMAaHME 1 Ha BO3SMOXHOCTb
Pa3BUTUSA HEXOAKKUHCKNX TMMMOM, XOTS B ONyONMKOBAHHbIX
nccneqoBaHmax 6onbHbIE NOMyYanu a3aTMONPUH He B Ka4ecTse
MOHOTepanum, a B KOMOUHaLMK C KopTukocTepouaamm n CsA.
MIMeloTCa faHHble, 4TO NPY NeYeHNM a3aTUONPUHOM OTMeYaeTcs
Ooree BblcoKas HacToTa 1 APYrnX 3710Ka4€CTBEHHbIX OMYyXOsen.
Mobo4yHble achdekTbl CsA, FK506 1 MMF 3aeck He paccmaTpu-
BatoTCHA. O HMUX MOXHO MPOYUTaTb B CMeLManbHOM nTepaType.



10. NMporHos3

[porHo3 npm ayTOMMMYHHOM renatuTe 3aBUCUT OT CBOEBpE-
MEHHOCTU NOCTaHOBKM AarHo3a. MaktopaMu pucka Hebnaro-
NMPUATHOIO Te4HeHMA ABNAOTCA NO34HAA ANarHoCTMKa, BbICOKad
aKTMBHOCTb BOCMaieHMs, No34Hee Ha4vyasno neyeHns, MonoLou
BO3pacT, a Tak>xe reHotmn HLA DR3.

MPOrHO3 CyLEeCTBEHHO YAYHLIWACS NOCEe BHEAPEHNS B KITMHN-
4eckylo NPaKTUKy MMMYHOCYNpeccMBHOM Tepanum. NokasaTtenu
10-neTHen Bbi>kMBaeMocTn B 1993 r. pocturnm 90%, xotay 48%
©0IbHbIX B YKa3aHHOM MCCIIeA0BaHNN MMENNCh NPeLmnppoTy-
Yyeckas CcTaans 3aboneBaHusa U yxxe COPMUPOBABLLMIACA
UMppo3 neveHn. MeHee bGrnaronpuaTeH NPorHo3 y 60nbHbIX

Cc AUT 2 Tina, 0cobeHHo y NauneHToB AeTCKOro 1 NogpocTKo-
BOro Bo3pacta. Y Hix 3aboneBaHue nporpeccmpyeT ropa3ao
ObicTpee, a 3PDeKTUBHOCTL UMMYHOCYNPECCMBHOW Tepanmm
HUXe.

PUCK pa3BUTUS renatoLenmonspHon KapumHomsl (FLIK) B Te-
YyeHue 5 neT nocse yCTaHOBNEHMSA AMArHO3a LMppo3a neyeHu
cocTtaBnseT 4=7%. TakiMM 00pa3oMm, 3TOT PUCK HUXKE, YEM PUCK
Pa3BUTUSA XONAHMMOKAPLUUHOMbI Y DONbHBIX MEPBUYHbBIM
CKNEPO3VPYIOLLMM XONAHTNTOM, U MPUMEPHO COOTBETCTBYET
pucky pa3suTms MUK npy nepsrYHOM OUAMapHOM LiMppOo3e.
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11. TpaHcnnaHTauna neyeHn

Moka3aHus K TpaHCNNaHTaLMy NevYeHn onpeaensioTcs
oTcyTCTBMEM 3hheKTa OT UMMYHOCYNPECCUBHOM Tepanum 1 B
MeHbLLIEeN CTeNeHN — cTaauen 3aboneBaHns, NOCKONbKY Aaxe
nauMeHTbl C 4eKOMMNEHCUPOBAHHbLIM LIMPPO30M NEYEHU XOPOLLO
OTBEYAIOT Ha UMMYHOCYMPECCUMBHYIO Tepanuio. Ecnm Ha dpoHe
KOHCEPBATMBHOIO NeYyeHs, NPOBOANMOrO B TedeHue 3—4 neT,
He yaaeTcs LoOUTbCS PEMUCCUN, HEODXOAMMO peLlaTb BOMPOC
0 TPaHCMaHTaLMK Ne4eHn, MOCKONbKY LLAaHChl Ha LOCTUXEHMe
PeEMUCCUM B AAaHHOM Cllyd4ae MUHVIMAanbHbI.

MpumepHo ans 20% 60MbHbIX C ayTOMMMYHHbBIM FrenaTnToM
TPaHCNNaHTaLmMa NeYeHn oCTaeTCa NocnegHen BO3MOXHO-
CTblO nevyeHud. B 3Ty rpynny BXOAAT NaLMEHTbI, Y KOTOPbIX
KOHcepBaTMBHas Tepanus HesddekT1BHa, a Tak>ke DONbHbIe

Ha TepMUHaNbHOW CTafiMu 3aboneBanus. NokasaTtenu 5-neTHen
BbIXXMBAEMOCTIN BOMbHbIX @y TOMMMYHHbBIM renaTuTom nocie
TpaHcnnaHTaumm neverHn coctaBnsotT 80% 1 COOTBETCTBYIOT
TaKOBbIM Y MNALMEHTOB C NEPBUYHBIM OUNMAPHBIM LMPPO3OM.

PeLnaVB ayTOMMMYHHOTO renaTuTa B TPaHCMNaHTaTe
oTMeYaeTcs y 26=42% GonbHbIx (y AeTel — valle, 4eM y
B3POC/IbIX). BONBWMHCTBO peunamBoB HabnoaaeTcs B nepsble
5 neT nocne TpaHcnnaHTaunn. AgeKkBaTHas MMMyHoCynpec-
C1BHas Tepanus, NPOBOAMManA NOC/e onepaLumy, He Bceraa
No3BONSET NPeAoTBPATUTbL NX pa3BUTHeE. BbisiBreHMe y HONbHbIX
ayToaHTUTEN NocCne onepaLunm eLle He O3Ha4YaeT peunamB
3aboneBaHus. MprMepHo y 50% NaLMeHTOB, Y KOTOPbIX

nocrie onepaumm oOHapy>XMBaTCA ayToaHTUTeNa, MPU3HaKn
peunamnBa ayTOMMMYHHOrO refatuTa OTCyTCTBYIOT.



12. Overlap-cuHpgpom

12.1. OnpepeneHue

Overlap-cMHAPOM XapakTepnsyeTcs OLHOBPEMEHHbLIM HaNMYN-
eM NPU3HaKOB ABYX Pa3Nn4HbIX 3a00NeBaHMI NeyYeHn: Hanpu-
mMep, AUT v MBL, nnn AUT n MCX. B HacTodAwwee BpeMs HeT
eAMHOro onpefenexuns 3Toro cHapomMa. OfHako B Niobom
cnyyae ob overlap-CMHAPOME MOXHO rOBOPUTDL B TeX Cilyyasnx,
KOrga npw TLWaTenbHOW OLeHKe BCex BUOXMMMNYECKNX, Cepo-
JIOTUHECKUX, UMMYHOJIOMMYeCKNX U TUCTONOTUYECKUX JaHHbIX
0BHapyXMBAKOTCS NPU3HAKM 2y TOMMMYHHOTO renaTTa 1 O4Ho-
ro U3 ABYX YNOMsHYTbIX Bbille 3aboneBaHnin. Ecnny 6onbHoOro
C AT BbISBNSAIOTCH aHTUMUTOXOHAPUANbHbIE aHTUTeNna (AMA)
B OTHOCUTENBHO HU3KMX KOHLEHTPAaLMAX, UM XKe eClin y Nauu-
eHTa ¢ MBLL 0OHapyXMBaOTCA aHTUHYKIeapHble aHTUTeNa
(AHA), MOXHO C YyBEPEHHOCTbIO KOHCTAaTUPOBATb HaNN4Me
overlap-cvHApoma. He nckno4eHo, 0fHaKo, HTO 3TO BCErO
JINWb NPOSABIEHME HeCcneundmnyeckon peakumn,

Overlap-cuHopom AUT/MBL, Habnofaetcs nprmepHo B 10%
BCEX CJly4aeB XpOHMYeckx 3aboneBaHNn neveHu, overlap-
cnHapom ANT/MCX — Heckonbko pexe (B 6% cryyaes). Tak
Ha3blBaeMbIn AMA-HeratmeHbIl MBL, (okono 10% Bcex cnyyaes
MbL,), nns o603Ha4eHUs KOTOPOro Ucnonb3yeTcs elle (B kKade-
CTBE CMHOHMMA) TEPMUH €ayTOMMMYHHbIN XONaHIUT», TakxKe
MOXEeT pacCMaTpMBaTLCA Kak MNpPosiBieHe overlap-cMHAPOMa,
NOCKONbKY Npu 3TOM 3aboneBaHMmM, C OAHOW CTOPOHbI, OTCYT-
cTByloT AMA, a, C Apyrov CTopoHsl, BbisnsoTcs AHA 1 gaxe
ATM. BO3MOXHOCTb CyLLLEeCTBOBAHMS overlap-criHapoma Mexay
AT 1 KpUATOTEHHbBIM LIUPPO30OM NEYEHU, a TaKXKe Mexay

AW v BUpycHbIM renatntoM C 0CTaeTcs B HAaCTosLLLEee BpeMS
npenMeToM AUCKYCccuin. B Tabn. 16. npeacTaBnieHbl XxapakTepHble
NpW3HakK Hanbonee 3HaYUMbIX BapUaHTOB overlap-CrMHOpoMa.
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12.2. JleyeHue overlap-cnHppoma

Mpu overlap-cuHapome AUT m MBL, npyMeHseTcs KoMOUHaLMs
npenHu3oHa (Mo ONMCaHHOMW Bblllie CXeMe) 1 ypCoaeoKCnxone-
Bon kncnotbl (YOXK, Ypcodanbk®) B fo3e 14 £ 2 Mr/kr Macchl
Tena B CyTKu.

JNeyeHne overlap-cuHapoma AUT/TICX npeactaBnsietcs bonee
CNOXHbIM, MOCKONbKY KOPTMKOCTEPOUAbI MOTYT PeasibHO
BbI3BaTb 0DOCTpeHKe XonaHrmTa. PekoMeHayeTcs Ha4yMHaTb
Tepanuio ¢ npumMeHenna YOXK B fose 20—25 Mr/kr Maccol Tena

B CYTKW C BO3MOXHbIM J0OaBeHneM a3zaTnmonpuHa B Jo3e
50—100 Mr B cyTKM B TeX Clly4anx, korga MoHotepanus YOXK
0Ka3bIBaeTCs HeAOCTAaTOYHO 3DDeKTUBHOM. 13-33 BOIMOXHOCTH
Pa3BUTUSA BbIPAXXEHHOIO CTEHO3MPOBAHUA XXEeNYHbIX MPOTOKOB
3T OonbHble TpebytoT bonee 4acToro ANHAMNYECKOro Habsio-
neHnd, 4eM nauyreHTol ¢ MBL,. 3To no3sondeT cBoeBpeMeHHO
BbIIBUTL MPOBeMbl, KOTOpPble MOTYT BO3HUKHYTb Ha (DOHE KOM-
OVHMPOBAHHOW TepanunK. B cnyyae CTeHO3MPOBAHMS XeNYHbIX
MPOTOKOB Y Takmx BOMbHbIX, MM — KaK 1 naumeHTam ¢ NCX = mo-
XeT NoTpeboBaTbCs MPOBEeAEHME IHAOCKOMMYECKOW AnIaTaumm.

Ta6n. 16. BapunaHTbl ayTOMMMYHHOTO renaTuTa (overlap-cvHOpom).

e Overlap-cnHgpom

1. AUT + NBLU: AMA- (AHA-, ATM-) NO3UTUBHBIN, TMCTONIOTNYecKme Npm3Ha-
kv MBLL 1 AT, IgM > IgG, HLA DR3 1 DR4 (kak npu AUT)

2. AUT +MBL, (= AUX [ayTOMMMYHHbIN X0naHr1T]): AMA-HeraTMBHbIN, 4acTo
BblaBnsioTca AHA n AI'M, ructonormnyeckas kaptmHa kak npu MbLL, HLA DR3
1 DR4 (kak npu AUT), DR8 — oTcyTcTBYET
3. AUT + NCX: AHA, ATM, p-ANCA-N03UTUBHBIN, ypoBeHb IgM MOBbILLEH,
OOMUHMpPYeET ructonorunyeckasn kaptuHa MNCX, pexe — AU, oaHHble SPXTIT
1 MP-xonaHrmnorpadum kak npu NCX, accoLmMmMpoBaH C A3BEHHbIM KONUTOM

e Heknaccnduumpyembie 3aboneBaHus
KprnToreHHbIN XpOHUYeCKM renatuT

e /I3ameHeHMe gnarHosa
MeL, — AUT
AUT — TICX
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13. 3aknw4yeHue

AyTOUMMYHHbIN renatnt (AUT) npeacTasnseT cobomn xpoHuye-
CKoe 3aboneBaHve nevyeHn, KOTOPOe Npu OTCYTCTBUM Tepanmm
NporpeccrpyeT C UCXOLOM B LMPPO3 neyveHn. 3abonesaHme
XapaKTepr3yeTca NOoBblLEeHEM YPOBHSA CbIBOPOTOYHbIX TPAHC-
aMVHa3, NosiBNIeHEM TUMUYHBIX (HO He crneldUyHbIX MO OTHO-
LWeHWio K 3aboneBaHVIo UK OpraHy) ayToaHTUTeN, a Tak>ke
MOBbILLIEHWEM YPOBHS ramMmma-rnobynmnHoB. XopoLmm schdekT
npv AV BaeT npruMeHeHrne MMYHOCYNPeCCUBHbIX MpenapaTos.
Mpw ayTOMMMYHHOM renatuTe, Kak 1 npu Apyrx XPOHUYecKmx
3aboneBaHVsAX Ne4YeHn, OCHOBHbIE KIIMHWYeCKe CUMMITOMBb!

He ABNATCA CneundUYHbIMU U MOTYT BOOOLLLE OTCYTCTBOBATH.
Hanbonee 4acTbiMU 13 HUX ABNAIOTCS 00LLas CNaboCTb M CHMXe-
HMe Pr3nYeCKom aKTUBHOCTY.

JleweHure AUT BkJlo4aeT B cebs NprMeHeHne KopTrkocTe-
POULOB, KOTOPbIE MOTYT KOMOUHUPOBATLCS C a3aTUOMNPUHOM.
Mpw pe3ncTeHTHbIX hopMax 3abofeBaHNs MOryT OKa3aTbCs
3P PeKTUBHLIMY HOBbIE UMMYHOCYNPECCHBHbIE NpenapaThl,
NpUMeHSIoLLECs B TPAHCMAAHTONOMMK. [TepcnekTUBHO
NPVYIMEeHeHMe TONMMYecKoro KopTukocTeponaa byaecoHnaa
(byneHodanbka®), oTamMYaloLLerocs cyuecTBeHHo bonee
HU3KNM YPOBHEM NOOOYHbIX 3(PHEKTOB NP BbICOKOW Tepa-
neBTUYECKOM 3PP eKkTMBHOCTU. [Tpm NocnenoBaTeNlbHOM
nevYeHnn oxuaaemMas NPoaoIKNTENbHOCTb XM3HN BONbHBIX
AUT He oTNMYaeTCs OT TaKOBOW Y 340P0BbIX Moaen. MNoboyHble
3 eKTbl TEpanumM XOpOLLO U3yYeHbl U 1erKO YCTPaHAOTCA.

OgnHon 13 npobnem, CnocobHOW BbI3BaThb AMArHOCTMYECKME U
TepaneBTUYeCcKMe TPYAHOCTH, ABNSETCA T.H. overlap-cuHLpOM.
DTOT AMarHo3 CTaBMUTCA B TeX CyYasXx, KOraa y OaHoro 6ofbHoro
0[HOBPEMEHHO BbIABAATCA Npu3Hakn AU 1 nepBn4HOro
BunmnapHoro unpposa (MBLL) nnm nepenyHoro ckneposnpyo-
wero xonaHrmta (MCX). Xopowuii 3chhekT y TakMx NaLumeHToB
flaeT KOMOMHMPOBaHHOE NMPUMEHEHKE KOPTUKOCTEPOUAOB,
asaTMonpuHa 1 ypcoaeoKcMxoneBor Kucnotsl (Ypcodanbka®).
Y 6onbHbIx c overlap-cuHapomom AUT 1 MCX npu pasBUTUM Bbl-
Pa>keHHbIX CTEHO30B XeN4HbIX MPOTOKOB 3(PMEKTUBHBIM MOXET
0Ka3aTbCA SHOO0CKONMYeCKas AnnaTaums Xen4HbliX NpOTOKOB.
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