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MXHH

AyTOI/IMMyHHaFl nepBnUYHaa XpoHM4YecCckaa Hagno4ye4yHmMKoBsad HeJ4OCTAaTOYHOCTb

AyTOMMMYHHas rnepBuUYHasa XpoHnyeckas HagnoyeyHMKoBasa HeLOCTaTOYHOCTb, NMXHH:
pasBunBaeTCcA U3-3a ay TOMMMYHHOM OECTPYKLMN KOPbl HaAMOYeYHKOB. [leCTpyKL s KOpbI
HaZNOYEYHUKOB MPUBOSUT K AedULUTY FOPMOHOB IIFOKOKOPTUKOUOO0B U
MUHEpPanoKopTUKONL0B. PasBnBaeTcA rmnorinkeMust, aNeKTPONIUTHbIE HapyLeHus, aebuunt
3Hepruu. NposBneHns HecneundnyHbl, N3-3a Yero AnarHoCTMKa MOXET ObiTb OTCpoYeHa. [Npu
Nno3gHen AnarHoCTMKe BO3SHMKAET XXM3HEYrpoXKaroLee COCTOAHNE agpeHanoBoro Kkpusa [1].

F'eHeTUYeCKUNe OCHOBbI

AyTonmmyHHas NMXHH passuBaeTcsa npu gedektax B reHe AIRE nnun Ha ¢oHe accoummnpoBaHHbIX
BapuaHToB B HLA 1 B gpyrux reHax [1-3].

o AIRE: kogupyeT 6enok AIRE, KOTOpbI aKCNpeccupyeTcs B TUMYCE, r4e OH crocobecTByeT
HeraTUBHOW cenekL M ayTopeakTuBHbIX T-numdoumTos [5].

o AccounmpoBaHHble BapuaHTbl B HLA: cunbHbIn addeKT pucka y rannotuna DRB1*04:04 B
npucyTtcTeum DQB1*02:01, y ABYX aMUHOKUCIIOTHbIX ocTaTkoB B HLA-DQB1 1 ogHoro
aMUHoKKucnoTHoro octatka B HLA-DQAT1 [6].

o [lpyrue renbl: BACH2, PTPN22, CTLA4, LPP, SH2B3, SIGLECS, UBASH3A v aByms
nonumopodusmamu B reHe AIRE [6].

AyTOUMMMYHHbIA NoAUrnaHAynApHbin cuHapom 1 tuna, AMNC1

Yto 31O

MoHOreHHoe ayTOMMMYHHOe MyNbTUCUCTEMHOE 3aboneBaHne. PasBuBaeTtca ns-sa gedexra
6enka-ayTonmMMyHHOro perynatopa AIRE.

Tpurapa Knaccuyeckux nposiBNeHni

XPOHMYECKUIA KOXHO-CITM3UCTbIN KaHAWA03, TMnonapaTupeos 1 nepBrYHas HagnoyevyHnKoBas
HepgocTaTo4YyHoCTh [7,8].

JononHutenbHaa TpMaga KOMMNOHEHTOB
'mnonnasunsa amManu, xapaktepHasa ana AlNC1 cobinb, Manbabcopbums [5].

Lpyrve KOMMNOHEHTbI

Anoneuus, BUTUAUIO, rMnonnasuns amanu, 4edbmumT ButTaMuHa B12, kepaTOKOHBbIOHKTUBKT,
MUITMEHTHbIA PETUHUT, @Yy TOUMMYHHbIA MHEBMOHUT, TYOYNONHTEPCTULNANBHBIA HEQPUT,
AYTOMMMYHHbIV renaTuT, ayTOUMMYHHbIV racTpUT, caxapHbln gnadeTt 1 Tnna, ay TOUMMYHHBbIN
TUPEOUOUT, NPEXAEBPEMEHHOE NCTOLLEHNE ANYHUKOB, HEAOCTAaTOYHOCTb QYHKLIUM SNYEK, acneHns
[7,8].
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Cneuudunyeckue aHtuTena

AHTUTEenNa K 21-rngpokcmnase — mapkep aytoummyHHorn NMXHH. AHTutena k MdOH-omera n NJ1-22
— mapkepsbl AMC1T Trna [1].

Hecneuunduyeckune nposasyieHuda

KnuHunueckue npossneHnsa NXHH obycnosneHbl 4edULNTOM IIHOKO- U MUHEPANTOKOPTUKONLO0B,
KOTOpble B HOpMe BblpabaTbiBalOTCA B KOpe HagnoyeuyHnkoB. OHM HecneunduyHbl 1 MOTyT
MacKupoBaTbCs nopg, apyrue 3aboneBaHus [9].

AeduumT rnoKoOKOPTUKOUAO0B: Adeduunt MMHEepanoKopTUKOUAO0B:

e C/1AabOCTb M MOBbILWEHHAA YTOMIAEMOCTb; e TMNOHATPUEMUS, FTUNEepPKaNeMms;
e IOTEPS Beca, CHUXXeHne anneTuTa; e TAra K COMIEHONM NULLLE;

e TOLWHOTA, PBOTAa; e 00Nb B XMBOTE;

o rUNEepnUrMeHTaLmna KoxXxm, 0CO6eHHO Hag e FONIOBOKPY>XXEHME;

cycTaBaMu, B MecTax TPeHUsa ogexabl; e TOLLHOTA, PBOTQ;

o rUNepnUrMeHTaLmna CAnM3nCTbIX (Kpas gECeH, e runoToHusa [1,10].

A3blK, HEDO);

e rofloBHas 60/1b, 0COBEHHO MO yTpam;
e 60/1b B XXNBOTE;
e runornukemms [1,10].

PUCKN OTCPOYEHHON ANArHOCTUKHU

MHorune naumneHTbl AUarHOCTUPYOTCHA BO BPEMS afpeHanoBOro Kpusa, UCXo4 KOTOPOro MOXeT 6bITb
netanbHbIM [1].

KnuHuyeckue nposiBieHNs agpeHanoBoro Kpusa:

e MOBTOpPHAs PBOTa,

o Anapes,

e 60/1b B XXNBOTE,

e KapTWHa OCTPOro XMBOTA,

e MOBbILIEHNe TeMnepaTypbl Tena,

¢ BbIpaXXeHHas NoTeps Beca, aHOPEKCUS;

e TUMOHATPMEMMUS, TUMOrINKEMMUS, MeTaboNNYeCcKnin aumngos,

e BO3MOXHa rmnepkanbumnemMums;

e FTUNOTEH3NA NN TMMOBONIEMUYECKNN LLOK;

o [EeNNPUIA, CUHKOMNAIbHbIE COCTOAHWUSA, reHepanmMsoBaHHble cygoporu [10].

AnarHocTuka

3anopo3puTtb MNXHH cnegyeTt Ha OCHOBaHUN:

o KIIMHNYECKUX NPOABMIEHUNA,
e TUMNOrNINKEMUN,
e runoHatpmemmn [1,10].
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MUHTepnpeTauua
KpuTtepuu gedpuumra rnoKoKopTUKOUA0B: Kputepuu gedpuumta MMHEPaNOKOPTUKOUAOB:
e YpoBeHb KOpTK30/1a MeHee 140 HMOonNb/N Ha e MOBbILLIEH PEHUH (aKTUBHOCTb PEHMHA)
doHe nosbiweHnsa ypoBHA AKTI 6onee AByx nnaasmbl;
HOPM B paHHMe yTpeHHne Yachbl [10]. * HU3KNIM MU NCEBLOHOPMASIbHbIN
e YpoBeHb KopTK30aa MeHee 500 HMoMb/N Ha anbAOCTEPOH;
$GOHe CTUMYNALMOHHOIO TeCTa C aHanoramm e TMNOHATPUEMMSA, FTUNEPKANTNEMUS.
AKTT. ! B Hauyane 3abonieBaHns 9NEKTPOSIUTHbIE
* KopTnson ot 140 ao 500 HMonb/n — «cepas HapYLUEHNA MOTYT 6bITb CNaBoBbIPaXXeHHbIMU UK
30Ha», Tpe6yeT nogreepXaeHuna npn noMoLLmn OTCYTCTBOBaTb [1’10].
CTUMYALNMOHHOIO TecTa ¢ aHanoramm AKTI
[1,10].
Komop6ugHocTb

AyTonMMyHHasa NMXHH MoXeT 6blITb KOMMNOHEHTOM ay TOMMMYHHOTO NONNIAaHAYIAPHOro CUHAPOMA
1T unn 2 TMNa n ConpoBOXAAaTbCA NPOABAEHUSMIN ay TOUMMYHHbIX NMOPaXKeHW ApPYyrmx opraHoB U
cuctem [1].
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