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AyTOMMMYHHBIN TIOJUTIAHAYASPHBI CUHIPOM
II Tumna (ATIC IT) — 3a6o1eBaHue, TP KOTOPOM OTMeYa-
€TCsI COYeTaHUe MePBUYHON XPOHUYECKOI HaITOYeIHH -
KOBOI HEIOCTaTOYHOCTU, ayTOMMMYHHOTO TOPaKeHMS
mutoBuaHoMI xkenesbl (I2K) u/umu caxapHoro nuadera
I-ro Tuna (C-1). [TepBoe coobilieHre 0 coueTaHUU 00-
ne3nn Annncona n CJ-1 6puto coenano Oegle (1886),
B T€YCHHUE TMOCECIYIOMNX 75 JIET YIIOMUHAETCS TOJIBKO
15 ciyyaeB ¢ TakuM coyeTaHueM. KomOuHaiums 60ae3Hu
AITMCOHA U XPOHUYECKOTO JTUMMOIIMTAPHOTO THUPEOU-
JuTa ObLIa BIiepBble onucada Schmidt (1926) y 2 manveH-
TOB, TIPUYEM HU Y OJHOTO U3 HUX He ObUTO KITMHUYECKUX
npusHakoB HapyiieHus ¢yHkuuu K. Brnociaenctsun
Takasi KOMOWHAIMSI CcTajla M3BECTHA KakK CUHIPOM
Mmuara [1]. B nonynsitiuu pacnpoctpaHeHHOCTh ATTC
II cocraBnger ot 1,4 mo 2,0 Ha 100 ThIc. HaceaeHUs
[2].0npeneneHHbIi MHTEpEC MPENCTaBIsSIET TeHEeTUKa
JaHHOTO 3aboseBaHus. [lepBbie pe3yabTaTbl B 3TOU
obnactu ObutM nosydeHbl Eisenbarth u coat. (1978).
bobimu mokazaHbl B3auMOCBsI3b HocuTelbcTBa HLA-B8
U noBbilieHue pucka pa3sutust AIIC I1 B 3 nokojeHu-
X — 10 370pOBBIX YIEHOB CEMbU HE SIBJISTIUCH HOCUTE-
navu B8 annens, u Tonbko y 1 u3 7 Hocutenein BS He
pasBuiioch 3aboneBanue [3]. [Mocaenytoliue uccienoBa-
HUs TOATBepIWIN 3TOT (akT. Takke Oblia BbISIBIEHA
B3aumocBsa3b pazButus AIIC II ¢ amnensmu HLA —
DR3, DRw3 u/unmu DR4, npuuem HLA DR3 cBsizan co
BCEMM MMMYHHBIMM SHIOKPMHOIATUSMU B COCTaBe
ATIIC I1, Torna xkak, Hanpumep, HLA DR4-DQBI1*0302
rarIoOTAN TOJIBKO C ayTOMMMYHHBIM IOpaXXeHUeM
B-xierok momkenynouHou xeie3sl (1K) [4]. B mamb-
HEeHIINX Mcclief0BaHUSIX Oblla MOKa3aHa poJib MUKpOCa-
TesuTHoro ajens 5.1 reHa MICA u pa3Butus 6oie3Hu
Annucona. (Ien MICA otHocuTes K I kinaccy HLA, pac-
MOJIOXKEH Ha 6-if xpomocome mexay HLA-B8 u B-cBs-
3aHHBIM TPAHCKPUIITOPHBIM T€HOM, KOTUPYET KOPOTKHUE

LIETIOYKH, KOTOPHIE CBSI3bIBAIOT TTOJIMIIENITUIHBIC TTOCIIe-
JIOBAaTEJIbHOCTU U YIPABJSIIOT MPOLIECCOM paclio3HaBa-
HUSl KJIETOYHBIX aHTUreHoB T-kwnepamu.) [lpuuem
OBbLIO JI0KA3aHO, YTO MMEHHO OJHOBPEMEHHOE HOCH-
teabetBo MICA 5.1 1 HLA-DR3/DQ2 nocTtoBepHO T10-
BBIIIIAET PUCK pa3BUTUS OoJie3HU AnnucoHa [S]. OmHako
HOCUTETBCTBO OIPENEeIeHHBIX TEHOB HE SIBJISIETCST 00sI-
3aTeJIbHBIM [UISl pa3BUTUs ayTOMMMYHHOTO IIpollecca,
a TOJIbKO OOYCJIOBJIMBAET OIpPeIeIeHHYI0 BOCITPUUMYM-
BOCTb IMMYHHOTO OTBETa K Pa3BUTUIO MATOJOTUIECKUX
peaxkiuii Tocjie BO3AeHCTBUS TPUTTEPHBIX MEXaHU3MOB.
B poim TpurrepoB MOTYT BEICTYIIaTh Takue (DaKTOPHI,
Kak BUpYCcHast MHGbEKIIMS (I0Ka3aHO B MOAEJISIX 3a0071e-
BaHUSI Ha J1abOPAaTOPHBIX XXMBOTHBIX), OEPEeMEHHOCTH
(YCTaHOBJICHO, YTO JECTPYKTUBHBIN ayTOMMMYHHBIA TH-
PEOUINT B MOCAEPOIOBOM Tleproe pa3BuBaeTcs y 25%
SKEHIIMH, CTPaJalolInX caxapHbIM quadetoM 1 tuma) [6].
OrnpeneieHHY0 MTaTOTeHETUIECKYI0 POJIb UTPAIOT Opra-
HocTielIM(UUHbIE ayTOAHTHUTENIAa. YCTaHOBIEHO, YTO
anturtena K tupeonepokcunase (TIIO) ompenensiorcs
y 80—90% mnauwmentos, crpagarommx AIIC II, x Tu-
peornooyuHy(TI') — y 60—70%. AntuTena K GepMEHTY
21-rugpokcuiase onpenessiorcs oosnee yem B 90% ciry-
yaeB, K OCTPOBKOBBIM KiieTKam [12K, nuHcynuHy, nekap-
OoKcuiIasze TIyTaMMHOBOM KUCITOTH — B 30—40%. Yto
KacaeTcsl THUCTOTATOJOTUM OPraHOB-MUIIEHEH Ipu
ATIC II, To obHapyxXeHO, UTO MOP(POJOrnIecKue U3Me-
HEHUS TKaHE! MMEIOT CXOIHYIO KApTUHY C U30JIMPOBaH-
HBIM ayTOMMMYHHBIM TTOPasKEHUEM.

IMatonorus K npu AITC II MmoxeT npoTtekaThb o
TUITY XPOHUYECKOTO ayTOMMMYHHOTO THpeoumurta (60-
Jlee paclpOCTPaHEHHBI BapuaHT — 95—97%) Kaxk 6o0-
ne3Hb IpeiiBca (3—5%). I1pu XpOHUYECKOM ayTOMMMYH -
HoM Tupeouaute (XAT) npu cunapome LlIMuara Bnoc-
JIEJICTBUU 3a4acTylO pa3BUBAETCSI CTOMKUII TUTIOTUPEO3,
TpeOYIOIINI MOCTOSTHHOM Tepanuy IperapaTtaMu TUPe-
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OUJIHBIX TOPMOHOB. OJIHAKO MOXET UMETh MECTO U JIpy-
roit cueHapuili pa3Butusl 3abdojeBaHus. I[lpencrasisem
BallleMy BHUMAaHUIO clydail BOJIHOOOpa3HOI'O Hapylle-
Hus ¢yHkuuu 2K y maupeHtku ¢ cunapomom Imua-
Ta. (BmoctynHol HayyHO JIUTepaType Mbl HE BCTPETUIU
TaKOro KJIMHUYECKOTO OMUCAHUS.)

IMauuentka H., 31 rox, cuuraer cedst OGONBLHOIN C JieTa
2003 r, korma OTMeTWJa MOTEeMHEHUE KOXHBIX ITOKPOBOB,
B JaJbHEHIIeM TpPHCOeAMHUIACH PE3KO BBIpakeHHas Ciia-
6octb. B Hosi6pe 2003 1. ¢1ab0CTh AOCTHUIJIA TaKOM CTEMEeHH,
YTO 6OJTbHAST HECKOJILKO JIHEl He BCTaBaJa C IIOCTENIN, PAa3BUIICS
MPUCTYT TOITHOTHI, MHOTOKPATHOM PBOTHI. B Tskeom cocto-
sSIHUU O0JIbHasl ObUTa JOCTaBIeHa B UH(PEKLIMOHHYIO OOJIbHUILY,
IJe Tocjie BHYTPUBEHHOTO BBEICHMS IPETHU30JI0HA COCTO-
sTHUE 3HAYMTEJIBHO YJIYYIIMUIOCh, B IOCIIEAYIOIEM OOJIbHAsK
obuta nepeBeneHa B OHLL. Ilpu nmocrymiaeHun npeabssisiia
JKaJI00BI Ha BBIPAXKEHHYIO OOIIIYIO CJIa00CTh, TOJIOBOKPYXKEHME,
OTCYTCTBUE allleTUTa, MPUCTPACTUE K COJICHOM MUIIIe: 00beK-
TUBHO OTMevdaIuch aeduuut maccel Tea (MMT — 16 xr/m?),
TUTIEPITUTMEHTALIMSI W CYXOCTh  KOXHBIX  ITOKPOBOB,
ALl — 90/60 MM pt. cT. [Ipn 0b6caenoBaHUN OBUIO BBISIBICHO:
AKTT— 5173 nr/mn (10—60), cB. T4 3,7 nMmoib/n
(9,0-20,0), TTI' — 6osee 100 MEn/n (0,25-3,5 mEn/n),
no naHHeiM Y3U 1K — npusHaku augdy3Horo ayrouMmMyH-
HOTO 3a00JIeBaHMsI XKelle3bl. BBUT TocTaBlieH “IMarHo3 CUHI-
pom IlImMuara: xpoHndecKasi HaAMOYeUHUKOBAsT HEIOCTaTOY-
HOCTb, AeKoMmIeHcamus . [MMOTUPeo3 B UCXOIE XPOHMUYECKO-
IO ayTOMMMYHHOTO THUpeouauTa. BhUlo Ha3HaYeHO JeueHUe:
kopted 25 Mr/cyt., KoptuHedd 0,1 mr 0,5 Tadm. 1 p./cyr., L-
TupokcuH 50 MKT 1 p./cyT. B mocnenyioieM naiMeHTKa Haxo-
NIach Mo HaGIIoIeHeM Bpavya-3HIOKPUHOJIOTa W PeryJisip-
Ho obcnenoBaiachk. Cocrosinue naureHTKu a0 2007 1. octaBa-
JIOCh CTaOWJIBHBIM, TIEPUOAMYECKH TTPOBOAMINCH KOPPEKIIMS
ITO3bI TTpenapaToB, MOHUTOPHUPOBAHME JTaOOPATOPHBIX ITOKa3a-
teneil. (ITo maHHBIM TrOpMOHaNbHBIX HcciaemoBaHuit, TTIT
u AKTI ocraBanuch B Impeaeiax pedepeHCHbIX 3Haye-
Huii.).B despase 2007 1. cocTosiHue OOJIBHON 3HAYUTEIBHO
YXYAIIWIOCh, TOSBWIACh TaXWKapAMs, CIabOCTb; IMalMeHTKa
crajia TepsATb B Bece, npu obcienoBanuu: TTT menee 0,01
(0,2—4,5 MmxkMEn/mi), cB. T4— 58,8 (9,14—23,81 mmomb/m).
Jo3a L-TMpoKcrHa CHYKanach, BILUIOTh 10 OTMEHBI, Ha 3TOM
done: yposenb TTI menee 0,1 MEn/in, cB. T4 — 25,4 imoutb/11.
B cBs3u ¢ aTMM OBUTa Ha3HAUYEHA TUPEOCTaTUIeCKasl Teparusi;
Ha go3e 20 MT TUpO30Jia OTMevaiach KOMIEHCAUsl TUPEOTOK-
cuko3a. B rmociemyroieM, Tpyu MOMBITKE OTMEHBI TUPEOCTATH -
YeCKOW Teparuu, BO3HUKAJI PEMINB TUPEOTOKCUKO3a. Bputo
BO300HOBJICHO JIEYeHUE TUPO30JIOM B MaJIbIX M03aX; JJIS JO-
CTUXKEHUST 2yTHPeo3a IOMOJHUTEIbHO HazHavyacst L-Tupok-
cuH 25 mkr/cyt. IMo nanHbeiM uccnenosanus ot 10.06.08 r.:
TTT — 3,01 mEn/m, cB. T4 — 19,7 mmoub/n1. Beuto puHsATO pe-
IeHe OTMEHUTh TUPEOCTATUUECKYIO Teparuio U Tepanuio L-
TupokcuHoM. [TocnenHee nccaenoBaHue TOPMOHAIBHOTO CTa-
Tyca mipoBefeHo B utone 2008 . — coxpaHsieTcsl 2yTUPeo3
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(TTT — 2,4 MEn/n, cB. T4 — 13, 2 nmonb/i1). CocTosTHUE TaIu-
E€HTKHU B HACTOsIIIIee BpeMs CTaOUIIbHOE.

ITatorenes mnopaxenusi 12K npu cuHapome
[IImuaTra aHamOrMyeH TaKOBOMY IPU XPOHUYECKOM
ayTouMMyHHOM Tupeouaute (XAT), KoTopblii gocTa-
TOYHO XOPOILIO U3YYEH U OINKCaH B auTepatype. OnHako
B psifie CIydaeB MOCJIe JOJITOTO CYIIeCTBOBaHUS TUIIOTU -
peo3a B ucxone XAT BO3MOXHO pa3BUTUE TUPEOTOKCH-
Ko3a. BriepBble Takoil BapuaHT Te€YeHMsI ObLT OIKCaH
B 1986 . McDermott u coaBT., B JaJbHEMIIIEM TaKXKe He-
CKOJIBKO 3apyOexXHbIX aBTOPOB HaOJ0Jadud CXOMHYIO
KJIMHUYECKYIO CUMIOTOMATUKY [7]. OObsICHEHNE JAHHOTO
(eHOMEHa OTYACTU KPOETCS B MPUPOJE ayTOAHTUTEI
K peuentopy TTI: naBHO ObLIO YCTaHOBJIEHO, YTO CyIIe-
CTBYIOT 2 TUTIa aHTUTEJ — OJIHU U3 HUX IPU CBA3bIBAHUM
¢ pelientTopoM akTuBMpYlOT pyHkimo 2K, apyrue —
O0n10kupyoT ee. CuuTaercs, 4YTO KJIMHUKA ayTOMMMYH-
HOTO TMOpaxkKeHUs XKeJie3bl MOXKET 3aBUCETh OT TOrO, Ka-
KOI CIIeKTp aHTUTE mpeobjamaeT B AaHHBIA MOMEHT.
B wuccnenosanuu, mnposeaeHHoMm K. Kasagi u coaBT.
(1993) omuchIBaeTCS CXOXUN KIMHUYECKUI (HDeHOMEH,
MPU KOTOPOM YCTAaHOBJIEHO YETKOE U3MEHEHUE TUTIa aH-
TUTEN MpPU Mepexoje TUIOTUPeo3a B TUPEOTOKCUKO3 [8].
Bo3M0OXHO, HaHHBIA MAaTOreHETUYECKUIT MEXaHU3M HU-
MeeT MeCTO 1 B MPUBEACHHOM HaMU Ciiydae.

OTCyTCTBUE CBOEBPEMEHHOI AUArHOCTUKU Pa3BU-
TUSI TUPEOTOKCUKO3a Tpu cuHapome IlIMuara mpen-
CTaBJIIeT OOJIBIIIYIO OMACHOCTD IJISI TAallMeHTa, YeM Tpu
U30JJMPOBAHHOM ayTOMMMYHHOM TmopaxeHuu II2XK,
BCJIEZICTBUE YCKOPEHUSI METa00IM3Ma KOPTU30Ja U pa3-
BUTHS I€KOMIIEHCALIUU HAAMIOYEUHUKOBOI HEAOCTaTOY-
HOCTH, BILTOTh IO OCTPOTO COCTOSIHMS. Takxke KIMHUuYe-
CKU€ MPOSIBJIEHUSI TUPEOTOKCUKO3a MOTYT OIIMOOYHO
pacLieHUBAThCS KaK JEeKOMIEHCAMsI HeJOCTaTOUHOCTU
(yHKIIMM HaAITOYEYHUKOB U JOJITO OCTaBaThCs Heauar-
HOCTUpPYyeMbIMU. TakuM 00pa3oM, Mpy BOSHUKHOBEHUU
CUMIITOMOB THPEOTOKCUKO3a y TMAallMEHTOB C CUHAPOM
[ImuaTa HeoOXOAMMO TIIATEIBHO MOHUTOPUPOBATH
dyukuuio XK v npu HEO6XOAUMOCTU TPOBOIUTH KOP-
PEKIIMIO TepaIuu.
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