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PaznuyaroT BpoXXIeHHBIM 1 IPUOOPETEHHEIN TUIIOTHPEO3.

BpoxnenHsblii runotupeos (1 ciaydait Ha 4—5 ThIC. HOBOPOXKIEHHBIX) BbI-
3bIBAaeTCS HECKOJIBKMMHM IIPpUIUHAMH [4].

Hucrenes 2K (70—80%) — napymenue pasputust 2K (ammasust, ru-
noriaszus u skromud 12K), o6ycioBieHHOE MyTallUSIMU T€HOB, YIaCTBYIO-
1mux B pa3sutuu 2K B asMOproHanbHOM niepuonae. YacToTa BCTpeyaeMOCTH
1:4500.

HucropmoHoreHes (12—16%) — BpoxXIeHHbIE SH3UMMOITATUM, COITPOBO-
KIAIOIINECS HapyIIeHWeM CUHTE3a M CeKPelluy TUPEONIHBIX TOPMOHOB Ha
OJHOM U3 3TarnoB ux 6mocuHTe3a. Yacrora Bcrpeyaemoctu 1:30 000. TaH-
Hasg aHOMAaJIMSI OOYCJIOBJICHA MYTALIMSIMU PA3JIMIHBIX T€HOB: MyTallMsI TeHa
peuentopa TTI' (MporcCXOOUT CHMIKEHUE YYBCTBUTEIBLHOCTH K PELIENTOPY
TTI), Myramust TeHa HATPUM-MOTHOTO cUMIOpTepa (HapyIIlacTcs 3axBaT
ona II2K), MyTalluu reHOB TUPEOUIHOM TMepoKcHUaasbl (MIPOUCXOMUT JIe-
(ekT mporeccoB opraHN(pUKAIUK 101a), MyTallM TeHOB CMHTE3a THUPEO-
mooynuHa (TT) (Habmomaercs aedekt cuHte3a TI Ui cuHTE3 aHOMAaJlb-
noro TT) [4, 65].

Hapyienne pas3BuTusg rurorajsamyca W runodusa (5—7%) — LeH-
TpaJIbHBIN BPOXAEHHBINM runmotupeos. Yactora Bcrpeyaemoctu 1:75 000 —
1:100 000. BpoxxaeHHbBIl LeHTpaJbHbIN TMITOTUPE03, KaK MpaBuo, coueTa-
€TCSI C HEJOCTAaTOYHOCTHIO JPYTUX TOPMOHOB afeHOTunodu3a (HeaIoCTaToK
COMAaTOTPOITHOI'O TOPMOHA, TOHATOTPOIIMHOB).

Cpenu IpUOOPETEHHOTO THUIIOTHPEeOo3a Hambojee 9acTO BCTpedaroT-
Cs TIEPBUYHBIM TUIIOTUPEO3 BCJIEICTBUE AayTOMMMYHHOIO THUPEOMIUTA,
a TaKXe IOCJICOIEPAlIMOHHBIA THUITOTUPEO3 WKW THUIIOTUPEO3 B PEe3yJIbTaTe
neyeHus B [57].

AYTOMMMYHHBI THUPEOMIOUT — XPOHWYECKOE OpraHoclelmduueckoe
3aboneBanue 112K, xapakrepusymoiieecsd TuMbounHoi nHOUIbTpaluei ee
TKaHW, BO3HUKAIOIIEH 3a CYET ayTOUMMYHHBIX (hakTopoB [51]. Dto 3ab0me-
BaHMe ObLIO BHepBble onucaHo XamuMoTto B 1912 r. [217] IIpu AUT npo-
HMCXOIUT MOCTEeIIeHHOE pa3pylIeHne (PyHKIIMOHATBHO aKTUBHOM TKaHu 112K
B IIpOLIECCE €€ ayTOMMMYHHOro BocnajieHus [66]. JaHHoe 3aGosieBaHue
MMeeT FeHETUYECKYIO MPeapaciioioXeHHOCTh [161], KoTopas mpu B3auMoO-
JIEeUCTBUM C (pakTopaMu OKpyXKalolleid cpedbl MPUBOIUT K €ro pa3BUTHUIO
[51, 56, 213, 217]. K HauGonee BaxkHbIM (hakTopam pa3Butust AT otHOCST
WHbEeKIY, HecOaJaHCUPOBAHHOE IMUTAaHUE, U30BITOYHOE ITOCTYILJIEHUE
oma B opraHu3M 1 KypeHue. bbuto 1mokasaHo, 9To IpreM N30bITOYHOTO KO-
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JINYeCTBa oa B TEUCHUE IINTEIIFHOTO BPEMEHHU TIPUBOMUT K YBEJIMUCHUIO
YacToTbl BO3HUKHOBeHUS AWMT y JMII ¢ reHeTUYECKON MpeapacioaoXeH-
HocThio [51]. IIpu 3TOM nipodumakTrndeckue g0361 ona (100—200 MKr/cyT)
He BIMSIOT Ha pa3BUTHE TUPEOUAMTA Y 3M10POBbIX JTIOACH.

ITpenpacnonoxeHHOCTb K ayrouMMyHHOU matosiorun 12K obecneuun-
BalOT TeHBbl IIABHOIO KOMILJIeKca TMcTocoBMecTUMocTU Kiacca I (HLA).
OnmHako CYIIECTBYIOT TeHbl He-HLA Thila, KOTOpBIE TaKXKe YJacCTBYIOT
B Pa3BUTUM NaHHBIX 3a0ojeBaHUil. Psn reHoB cnelnuduyeH MMEHHO IS
AUT, npyrue reHsl oOlue At BCEX ayTOMMMYHHBIX 3a0osieBanuii LLI2K.
MmeroTcs reHbl, KOTOpble BCTpedaloTcs Kak mpu matojorun 2K, tak u
MpU APYTrUX ayTOMMMYHHBIX 3a00JieBaHusIxX [56]. B uccinenoBanuu A. Huber,
F. Menconi, S. Corathers et al. (2008) 6bU1 MpOAEMOHCTPUPOBAH BLICOKUI
YPOBEHb COBIIAICHUI pa3BUTUSI AyTOMMMYHHBIX 3a0oseBaHuiil LII2K y MoHo-
3UTOTHBIX OMU3HelnoB. OCHOBHBIE T'eHbI MpeapacrnojoxeHHoctn Kk AUT:
red tupeornodyauHa Tg u reH HLA-DR3 |56, 125]. IloMumo 3TOrO, C pas-
ButeM AT cBsI3aHbI TeHbI, YYaCTBYIOIIUE B aKTUBALIUU U PETYJIMPOBAHUU
T-auMboInTOB: reH HUTOTOKCUIECKOTO T-TMM@OIINT-acCOUMPOBAHHOTO
antureHa tuna 4 (CTLA-4), reH npoTenH-TUpo3uH(pocdaTasbl Hepelern-
topHoro tumna 22 (PTPTN22) u reH pelelnTopa MHTEepJIeHKNUHA-2 aibdha
(CD25) [56].

Puck BosuukHoBeHmnst AUT 3aBucHT Takke Ot 1ojia 1 Bo3pacTta. Coort-
HOLIIEHUE MEXIY XXeHIIMHAMU 1 My>KUrMHaMu B Bo3pacte 40—50 jeT cocTtas-
qsiet ot 10:1 mo 15:1, y mereit — 3:1. PactipoctpanenHocts AUT y skeHIIMH
crapiue 60 et nocturaer 10% [51].

Berpeuatorcest nBe hopmber AUT.

e [uneprpodpuyeckass (TUpeoMaUT XallMMOTO, KJIACCUYECKUI Bapu-
aHT) — IPOUCXOOUT yBermdeHue oobeMa I1I2K; mpu rucroaornaeckom
HUCCEAOBAaHUY BBISIBISIIOT MacCUBHYIO JUMGbOUIHYIO WHGWIbTpa-
uuio ¢ popmupoBaHueM TUMGOUAHBIX (HOTUKYIOB U OKCU(DUITBHYIO
TpaHchOpPMaLUIO TUPOLIUTOB.

o Atpoduueckass — HabOmomaercst ymeHbleHne ooreMa 12K, rucromo-
rMYECKH BBIABIISIIOTCS NIpU3HaKu Gpuopo3sa [66].

PazButne ayroummyHHoli natonoruu LXK cBsizaHO ¢ HalMyMeM aHTU-
Ten K antureHam 2K [213]. ITpu AWUT yaiie Bcero BbISIBJASIIOTCS aHTUTENa
K tupeornooymny (AT k TI) u tupeomnnoit nepokcunaze (AT k TIIO),
KOTOpbI€ OTHOCITCS K UMMYHoOTIJIoOyIuHaM Kitacca G [222].

[Ipu manHOM 3a00JI€BaHUM IIPOMCXOMUT YACTUYHBIN HeeKT MMMYHO-
JIOTUYECKOIo Han3opa, KOTOPBIM CBSI3aH CO cHeuuMdUYECKUM NehULIUTOM
T-cympeccopos [4, 51]. B cBs13u ¢ aTiiM HabII0gaeTCsI BEBLKMBAHUE «3allpe-
IIEHHOTO» KJIoHa T-CcynpeccopoB, KOTOPHIE TTOSBIISIOTCS B Pe3yJIbTaTe CIIy-
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YaWHOU MyTallM. «3anpelieHHbI» KIOH T-TMOOINUTOB B3aUMOIEICTBYET
C KOMIUIEMEHTapHBIMU OPraHHBIMUA aHTUTEHAMU, TEM CaMbIM OKa3bIBasl MO-
BpeXIarlIlee IeCTBHEe HA KICTKU-MUIICHN M 3aITycKasl JOKAIM30BaHHBIN
WMMYHHBIA TIpoliecC MO MEXaHW3MY TMIEepYYBCTBUTEIbHOCTU 3aMeIJIeH-
Horo tuma. [Ipoucxomur crumynsumst T-TMMGOLIMTOB CO CTOPOHHI KJie-
TOK-MUIIeHe. Briaenstoniuecss mpyu 3TOM MeIuaTopbl TaKXke OKa3bIBalOT
LUTOTOKCUYECKOe AeUCTBUE. T-Xenmepsl BO3IEeCTBYIOT Ha B-muMdonuTel,
KOTOpble TpeBpallaloTcsl B Mia3MaTU4eckue KiaeTku U obpasyior AT k TT'
n AT x TI1O. BTu aHTUTEIa KOOTIEPUPYIOTCSI HA TIOBEPXHOCTH KJIETOK (DOJI-
JIMKYJISIPHOTO 3MUTEeNUs ¢ T-KuuiepaMyd M OKa3blBalOT LIMTOTOKCUYECKOE
IeWCTBME HAa TOPMOHAIBHO akTUBHBIC KiIeTKU 112K, BBI3BIBasT UX OeCTPYK-
0. T-KWaepsl TakKe BBIACISIOT LIMTOTOKCUYECKHE BEIECTBA, BBI3bI-
BalOIMe pa3pylieHne KIeTOK. TakuM 00pa3oM, IIPOUCXOIAT MOCTEIICHHOE
YMEHbIIIEHUEe MacChl U CHYDKeHME (DYHKIIMKA IIUTOBUAHOM Xeje3bl. B oTBeT
Ha TIOBpEXIAoIlee IeICTBHME ayTOAHTUTE HAOII0maeTcs] TUIePTPOGUs
HI2K, yTto HeobxoauMo IJisl TOAAEpKaHUSl dyTUpeosa. JiuTenbHass ayTo-
arpeccusi IpMBOIUT K MOCTEIIeHHOMY cHIkeHuto pyHkunu LK n pa3su-
TUIO TunoTupeo3a. Ilo MexaHU3My oOpaTHOM CBSI3M YCUJIMBAeTCS MPOIYK-
must TTT runoduszom, 4To MpuBOAUT K (PopMUpOBaHUIO 3002, T.€. THIIEP-
Tpouueckoit popme AUT [51].

[ToMuMO BBIIIETIEpPEUYNCIICHHBIX AHTHUTEN, IIPOMCXOOUT OOpa3oBaHUE
anturen K peuentopy TTT. Ouu o6pasytorcea y 10% naumnenrtos ¢ AUT. Mo-
ryT obpaszoBbiBaThcs Kak T T -ctumynupyromue (ux tutp nmpu AUT MeHb-
e, yeM npu auddy3sHoM Tokcuyeckom 300e), Tak u TTT-0nokupytoiiue
aHTuTena. [1pyu HaAMMYMY TOCIETHUX TIPOUCXOIUT Pa3BUTHE aTPODUISCKOM
dopmbl AUT [4, 51, 52].

Hpyroii, Takxke pacrnpoCTpaHEHHOU MPUYMHONW pa3BUTHUS TMIIOTUPEO3a
OKa3bIBaeTCs ONEpaTUBHOE yaaJeHUe IIIMTOBUIHON XeJe3bl, a TaKXKe Jeye-
Hue B .

Xupypruueckoe yaanenue LK npumensiercss npu aud@y3HoM TOKCHU-
yeckoM 300e, pake LK, yzmoBom 300e. Pesekumsa II2K Moxer OBITH TO-
TaJbHOU MK cyoToTaiabHoi. Ilpu momHoM ynanenuu 2K B 100% ciydaes
pa3BuBaetcs runotupeo3. Yactuunoe ypanenue 2K B 35—48% ciyyaeB
OpUBOAUT K rumotupeosy [13]. MexaHu3M pa3BUTHUSI TUIOTHMpPeEO3a IO0-
cjie CyOTOTAIbHOM pe3eKLMU He COBceM siceH. Bo3MOXXHO, OH 00YCI0BJICH
CHIDXKEHUEM pereHepaTopHoii criocooHoctu 1K, 3aBucsimmM oT Bo3pa-
cTa TamueHTa. Y MOJIOObIX MAllMEHTOB YacTOTa TUIIOTHMPEO3a HEBBICOKA.
Y mauuenTtoB ctapuie 40 JieT KOMIIEHCATOPHbIE BO3MOXHOCTU CHUWIKEHBI
B CBsI3U ¢ HeguarHocTupoBaHHBIM AUT, KoTopeiit coueTaercs ¢ nuddys-
HBIM TOKCUYECKHUM 3000M.
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[Mocne neyenus '*'l takxe Habmonaercs nosbiieHue yposus TTI. Ilo
naHHbM A.D. Lp16a, A.B. Hpesans, I1.1. T'ap6y3osa (2009), runorupeos
BBISIBIIIETCST Y 65% OONBHBIX Uepe3 3 Mec Mociie IPOBeIeHUS paoioaTepa-
M1U, 4yepe3 6 Mec TaHHBII MMoKa3aresb nocturaer 72% [62].

OtaenbHOE MECTO Cpely MPWYMH TUIOTHUPEO3a 3aHUMAeT IINTEIbHOE
yIoTpe6IIeHNe N36BITOYHOTO KOMMYECTBA iHona. MoMMHIAYIIMPOBAHHBII TH-
TMOTHPEO3 B 3TOM CJIydae pa3BUBACTCS, KaK IIPaBUJIO, TIPY HATAYUN aHTUTH -
peounHbIX aHTUTed. OTMEUYEHO, UTO Y XKUTeael AmoHuN, UMEIOIIUX TUPEOU -
IUAT XaIIUMOTO, IIPY U30BITOYHOM MOTPEOJIEHUH 01a ¢ TIUIIEH pa3BUBAJICS
runotupeos. I1pu ymeHblieHUM noTpediaeHus ioga yposeHb TTT npuxonun
B HOpMY [5].

K pa3zButHiO runoTupeo3a MPUBOAUT TaKXKe IIUTEIbHBIA MpUeM Ipe-
napaToB, comepKammux ion. OOTHUM U3 TaKMX MPEIapaToB SIBISIETCS KOp-
JapoH (aMHOJapOH), KOTOPBIN coaepxkut 75 Mr iona (B 200 Mr npenapara).
Y manmeHTOB, IPUHUMAKIINX IOCTOSHHO IOIACPKUBAIOIIYIO 03y
300 mr/cyT amuomapoHa, €XeIHeBHO BBICBOOOXmaeTcst 9 mr itoma [4, 5].
Cpoe BiusiHue Ha ¢dyHkuuwo 2K amMuomapoH oka3biBaeT B OCHOBHOM
MOCPEICTBOM WMHruOupoBaHus (depMeHTa 5’-mefioHuIa3bl, KOTOPLIA ne-
fonupyer u kouseprupyer T, 8 T, u T, . 8 3,3’T,. [Ipu 3TOM IpOMCcXoaUT
nosbierue yposus T, . u T, , a koHueHtpauus T, cHikaercs. Kpome
TOTO, aKTUBHBIN METa0OJUT aMHOJAapOHA — Ie33TUJIAMHUOMAPOH SIBJISCTCS
QHTarOHUCTOM pelenTopoB K ropmoHam III2K u oka3piBaeT LIMTOTOKCUYE-
ckoe neiictBue Ha LK [4]. Tem He MeHee y MalMeHTOB, TPUHUMAIOIINX
aMHOJapOH, coxpaHsieTcs ayTupeos. OmHako B psiae ciaydaeB pyHkuus LK
Bce Xe Hapymaercs. Ha cHmkeHne tmpeoumHONW (GYHKUMU TIPH JICYCHUU
KOPIapOHOM OKa3bIBalOT BIMSIHUE ITOXWJIOW BO3pAcT U ayTOMMMYHHbIE
npouecchl B I2K, a Takke Hanuuume yxe umeronleiicsa natonorund 2K
(B 4aCTHOCTH, ayTOMMMYHHOI'O TUPEOUAUTA). YCTAaHOBJIEHO, YTO HAJIUYME
nrarHoctTudecku 3HaunMoro ypoBHsI AT k TTIO go Havana iedeHUsI Kopaa-
POHOM TIOBBIIIAET PUCK PA3BUTUS KOPIAPOHUHIYIIMPOBAHHOTO TMITOTUPEO-
3a B 10 pa3. [IpumepHo y 78% OGONBHBIX TUTIOTUPEO3 TUATHOCTUPYETCS yKe
yepe3 | Mec OT Havaja JjedeHUst KOpAapoHOM, a uepe3 3 Mec y 96% OONbHbBIX
dynkuums 12K BoccranaBnmmBaeTcs, T.e. TUIIOTUPEO3 HOCUT TPAH3UTOPHBIN
xapakrtep [19]. KnuHuyeckn aMrMOoJapOHUHIYLIMPOBAHHBINA TUIIOTUPEO3 HE
OTJIMYAETCSI OT TUIIOTUPEO3a APYTOi STUOJIIOTUH.

[IprieM HEKOTOpBIX APYTUX TMPENapaToB MOXET MPUBOAUTH K TOBBI-
meHuo TTI' U CHUXEHUIO YpOBHS TUPEOMIHBIX TOPMOHOB. Tak, mpuem
amperamuoB criocobcrByet yBennueHuto TTT. Camxenne T, Moxer Ha-
OMromaThCsa MpU MIPpUMEHEHUU [3-0JIOKATOpPOB (IIPONPAHOJIOJ, aHATIPUJIVH,
003ugaH U Op.), KOTOpble MHIMOMPYIOT 5 -meiomasy l-ro tuma, croco0-
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creyroutyto kouBepcun T, B T,. MckimoueHre COCTaBIISIOT CEEKTUBHBIE
-610KaTophl. BBeAeHME PEHTTEHOKOHTPACTHBIX MPEIapaToB, COAepKaIIUX
o, TakKe MOXET COMPOBOXIATLCS CHUXEHUEM T3 n noBertieHueM TTT
(IPOUCXOOUT yTHETEHHE 5 -Ieiioaasbl 2-To TUMA B TUITO(M3E), YTO CIOCO0-
CTBYET Pa3BUTHUIO MaHudecTHOro runorupeosa [4, 186]. IIpueMm nmportuBo-
CYJIOPOXHOTIO npenaparta AucheHNHA MOXET NPUBOAUTh K CHUXEHMIO T
Ho ypoBeHb TTT npu 3TOM ocTaeTcsi B HOpMe.

OnucaHbl ciydyad MpexoAsilero rMrnoTMpeo3a Ha oHe mpueMa Kapba-
Ma3enuHa U CyabhaHUIaMUIOB. BEposTHO, 3TO CBA3aHO C BIMSHUEM YKa-
3aHHBIX MMpenapaToB HAa UMMYHHYIO CUCTeMY (ayTOMMMYHHbBIN MPeXOasIIui
TUTIOTHPEO3) WIN HA aKTUBHOCTh TUPEOUTHOM ITepOKCUIA3Hl [4].
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