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B. B. ®apgees, M. B. LleBuerko, . A. MeNnbHUYEHKO
AYTOVMMYHHDbIE MO NTAHLY NAPHBbIE CNHAPOMbI

Kadegpa aHgokpuHonorum (3aB. — akag. PAMH W. L. OenoB) MMA um. . M. CeyeHoBa

AYTOUMMYHHbIE  NOAWUTNAHAYNAPHbIE  CUHAPOMbI
(AMC) npenctaBnatOT COO0M MEPBUYHOE MOPaKEHWe
ayTOMMMYHHbIM MPOLECCOM 2 rMepudepuyecKknx 3H-
LOKPUHHBIX >Kene3 1 6onee, NpuBOAsLLee, Kak npa-
BW/0, K UX HELOCTaTOYHOCTU, 4aCTO COYeTaroLLeecs C
pas/iMyHbLIMN OpraHoCNeLMUIYECKUMN HEIHAOKPUH-
HbIMY 3a60/1eBaHMSIMN ayTOMMMYHHOIO reHesa.

B HacTosiLLee BpeMs Ha OCHOBaHUWM K/IMHUYECKMX
N VMMMYHOreHETUYECKMX OCOBEHHOCTEN BbIAENSIOT
AIC 1-ro u 2-ro Tunos (AlC-1 n ArIC-2). Pag aB-
TOpoB paccmatpusatoT 1 AlC 3-ro tuna (ArlC-3),
OAHaKO BblJe/eHMe 3TOr0 CUMHAPOMA Kak caMoCTOos-
TENbHOrO MPU3HAETCA He BCEMM.

KomnoHeHTbl AMC (Mo faHHbIM pasHbIX aBTOPOB)

AINC-1
3ab0neBaHne YacTtoTa BCTpe4aemMocCTH, %
["'vnonapatvpeos 76-96
CNn3NCTO-KOXHbIV KaHAMA03 17-100
HagnoyeyHnkosas HegoCTaTOYHOCTb 72-100
MepBUYHbLIV TMNOroHaAn3M 26-45
Anoneuus 30
Manbabcopbuus 23
[NepHUUMO3HaA aHeMUA 14
XAl 12
MepBUYHbIA runoTnpeo3/AT3 10
Butnnuro 4
n3ca 2-5

Mo faHHbIM pasHbIX aBTOPOB, YacToTa BCTpeYaeMo-
CTV OTAeNbHbIX 3a60neBaHNin B pamkax AlMC 3Hauu-
TeNbHO BapbUPYeT, YTO, BEPOATHO, CBA3AHO C Pas/ny-
HbIM YMC/IOM HABMIOAEHNI, a TaKXKe CO 3HAYMUTE/bHbIM
BPEMEHHOM WHTEPBA/IOM MeX[y BO3HUKHOBEHWEM OT-
[e/bHbIX KOMMOHEHTOB CUHAPOMOB (Tabn. 1).

AlC-2 — Haubonee pacnpoCTpaHeHHbIN, HO Me-
Hee M3yyeHHbln BapmaHT AlMC. BnepBble 3TOT CUH-
Zpom 6bi1 onmncadH M. Schmidt B 1926 1. Kak coyeTa-
Hve 60M1e3HM AANCOHA HeTYyBepKyne3HoW 3TUOMOrni
n AT [68]. Mo3xe, B 1964 r., C. Carpenter coo6-
WM 0 4acTOM COYeTaHUWM MEePBUYHON XPOHWUYECKON
HaZNoYeyHMKOBON HepocTatoyHocTH (1-XHH) n AUT

Tabnnua |
AlC-2
3a60/1eBaHMe 4YacToTa BCTpevyaemocTu

HagnoyeyHrKoBas HelOCTaTOYHOCTb 80-100
AUNT/ATS3 69-97
n3CcA 35-52
Butunuro 5-50
[MepBWYHbI TMNOroHaanM3mM 3,5-16
[MepHNUMO3HaA aHeMns 16

MpumeyvaHne. AUT — ayToUMMYyHHbI TupeonanT; AT3 — anddysHbii Tokcnyeckuin 306; N3CL — MHCYNMH3aBUCUMbIA caxap-

HbI gnabeT, XAl — XPOHMYECKUIA aKTUBHbIV renatur.
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Tabnunua 2
CpaBHuTenbHas xapakTepuctrika AMC (Mo JaHHbIM pasHbIX aBTOPOB)

AlC-1 ATC-2
Muk maHndecTaumn 12 net

Mpu cemeliHbIX hopmax MposiBAs-
€TCs TONbKO Y CMBCOB

Mk maHudectauum 30 net

Mpy cemeliHbIX hopmax Mo-
XKET NPOSIBNATLCS B HECKOSIb-
KMX MOKONEHUSIX

OTtcyTcTBMe accouvaumu ¢ ranno- HLA B8, Dw3, Dr3, Drd

Tunom HEA

['vnonapatnpeos, C/IM3UCTO-KOX-  Y'Ka3aHHble 3a00/1eBaHNS He

HbI KaHAMAo3, XAl, Manbab- HabntogatoTcs
copbums. OTHocuTeNbHas pes-

KOCTb ayTOMMMYHHbIX TUPeonaTuii

M3Ch — 2-5% n3Ch — 52%

My>XUMHbDKEHLLNHBI — 1,41 My>XUNMHBKOKEHLNHBI — 8:1

c L3CA [18]. TepMuH "ayTOMMMYHHbIA NOAUFNAHAY-
NSAPHBIA cMHApOM" 6bin Bnepsble BBedeH B 1980 T.
M. Neufeld [53], koTopbii onpegenun AlMC-2 Kak
coyetaHve 1-XHH ¢ AUT w/vnn MN3CL npu oTtcyT-
CTBUM rurnornapaTmpeosa U XpPOHUYECKOro CAU3UCTO-
KOXHOr0 KaHAWAo3a, TeM CambIM BbIJeNIMB Kapau-
HanbHble pasnuuua AMC-1 n ATMC-2 (tabn. 2).

B HacTosLlee Bpems onumcaHo 60/bLIOe KOMMYeCT-
BO 3a60/1€BaHNIA, KOTOPble MOryT BCTpeyaTbCs B pam-
Kax AlC-2. K Hum Hapsagy ¢ 1-XHH [24], AUT
[41], N3CA oTHocAT AT3, MepBMYHbIA FMNOroHa-
ansm [38, 82], pexxe HabnogatoTcsa NMMQOLMUTAPHbIN
runousnt [50], mM30nMpoBaHHas HeLOCTATOYHOCTb
AKTIE n/wnn ®CIr/Nr [9]. Cpefn He3HOAOKPUHHBIX
3abonesaHnii npu AIC-2 BCTpeyatoTcsa BUTUANUTO
[57, 79], anoneumus, nepHUUMO3Hasa aHemus [28],
MuacTeHus [44, 62], uenuakua [66, 78J, repnetu-
(hOpMHbIV  fepMaTuUT [78], HOBEHU/bHBIA LepMaTo-
MWO3UT, M30IMPOBaHHbIN aeduumnt IgA [44, 79, 87],
ayTOMMMYHHas  TpOMOOLMTOMEHMYeCKas  nyprypa
[17, 70], 6onesHb MapKMHCOHa, OYeHb pPeako — Mno-
nuceposut [80], stiff-man-cuHgpom [72].

MHorune 3ab60neBaHus, BCTpevatoLmecs B paMkax
ArlC-2, accouummposaHbl ¢ rarmnotunamy HLA B8,
DR3, DR4, DR5. YcrtaHoBneHo, 4to 1-XHH wu
M3C/A B pamkax AINC-2 cTporo accoummpoBaHbl C
HLA DR3 n DR4 [13, 42, 47]. MNpwu obcnenoBaHmnm
34 naumeHToB C M301MpoBaHHOW 1-XHH nokasaHo,
4TO OTHOCWTE/IbHBIA PUCK pa3BUTUA 3a60/1eBaHUA
npu o6Hapy>xeHnn HLA DR3 BospacTaeT B 3,4 pasa,
npu atom, ecnn 1-XHH BcTpeyaetca B pamkax AlC-
2, 3TOT puck Bo3pactaet fo 10 pa3 [42]. AT3 acco-
unmposaH ¢ HLA DR3 u DR5 [6, 30, 75]. B psage
nccneaoBaHniA  cooblanock o ceasum AVT ¢ HLA
DR4 n DR5 [29, 84, 87] n sutunuro ¢ HLA DR4
[32]. OpgHako B 60s1ee NO3gHMX HABMOAEHUAX He 06-
Hapy>XeHO 3HauuTenbHOM accouymaumm AUT u BUTK-
nuro ¢ HLA DR [67, 76]. Kpome TOro, oTmeueHa
cBssb ¢ HLA B8 n DR3 Takmx 3abonesaHuid, BCTpe-
yatowmxca B pamkax AlNC-2, Kak M307MpOBaHHbIN
Aeuumnt IgA [33, 43, 86], toBEHWNbHbLIA aAepmaTo-
MVO3WT W reprneTU OPMHbIN [epMaTHuT.

Mpy UMMYHONIOTUYECKOM MCCNefoBaHUM Y 60/b-
HbIX ¢ AlNC-2 yacTo onpegenatoTcs opraHocneLmgu-
yeckue aytoaHTutena. B uenom npu AlC-2 Bbicokue
TUTPbl @HTUTEN K TUPEOrnobynvHy HabniLatoTcs B
23,4% [92], Kk nepokcupase TupeouuToB — B 50—
58% [52, 92], K mapvieTa/ibHbIM KNeTKam >Xenyaka —
B 19,8—70% cnyuvaeB [88, 92]. opa3fo pexke BCTpe-
YaKTCA aHTWTeNna K OCTPOBKOBbLIM KNETKaM MogyKeny-
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[OYHON Xenesbl — B 6,2—8% cnyyaes [71, 92]. MMo-
AB/IEHNe aHTUTEeN K OCTPOBKOBbLIM K/ETKaM MNpu Ha-
amumm 1-XHH unmeeT HebnaronpusaTHLbIA NPOrHo3,
MOCKO/IbKY KadKAblil rof y 8% 60nbHbIX ¢ 1-XHH,
MMEBLLUMX aHTUTeNa K OCTPOBKOBbLIM KJ/IETKaM, MaHu-
thectupyet U3CLH [26, 77]. AHTUTeNa K TKaHU AnNY-
HWKOB, MO [aHHbIM Pa3HbIX aBTOPOB, BCTPeYatoTCH B
3,7—29% cnyyaes [52, 92].

B psage pabot [19, 27, 71] nokasaHo, YTO BbICOKO-
YyBCTBUTE/bHLIMA W CMIELUPUYHBIMU  MapKepamm
1-XHH ayTOMMMYHHOI 3TMOMOMMN SBASKOTCS aHTU-
Tena K oepMeHTaM HagrnoyeyHMKOBOro CTepougore-
Hesa — 21-rugpokcunase (P450c21), lMa-rugpokcu-
nase (P450c17), 20,22-gecmonase (P4503cc). IMpu wnc-
CNefoBaHUM TUTPOB 3TUX aHTUTEN Y NaLWEHTOB ¢
AlC-2 [19] aHTMTena K 21-rugpokcunase obHapyxe-
Hbl Yy 96% 60/bHbIX, K 20,22-fecmonase — Yy 42% un K
17a-rngpokcunase — y 33%. B uccnegosaHuun [60]
MpoBefeH aHaMn3 CbIBOPOTOK 60/bHbIX N3C/ Ha Ha-
/IMuve HafnoYeYHUKOBbLIX ayToaHTWUTen. HecmoTtps
Ha TO 4YTO TOMbKO Yy 2,3% 60MbHbIX V3C/A 6binn 06-
Hapy>eHbl ayToaHTuTena K 21-rugpokcunase, ux
TUTP ObIN 3HAUUTENBHO BbILLE, YeM Y OOJIbHbLIX C U30-
nuposaHHoin 1-XHH. B page pabot [10, 11, 24] no-
Ka3aHo, YTO BbICOKME YPOBHU HAAMOYEYHUKOBBIX ay-
TOAHTUTE/T 06HAPYXKMBAKOTCA B CYOK/IMHNYECKON CTa-
anmn 1-XHH ¢ nocnegyrowmymM CHUXKEHMEM UX B ne-
PUOL BbIP@KEHHbIX KIUHUYECKNX MPOSBAEHWUIA, MO-
3TOMY, BO3MOXHO, 60/bHble VI3C[] C BbICOKMM YpPOB-
Hem ayToaHTuTen K 21-rmapokcunase Moryt WMeTb
cyoKknnMHnYeckyto 1-XHH. Tpn gnvtensHom Habnto-
JEeHUN 33 3TUMU GONbHBIMW BbISICHAMN, YTO CYOKINHK-
yeckas (paza 1-XHH MoXeT npofo/mkatbCs HECKO/bKO
NeT, NpW 3TOM KAMHUYecKas MaHugecTauus 3abonesa-
HWSA pa3BYBaeTCA B CPeAHEM uepe3 5 fieT nocne nossse-
HWA aHTUTEN K TKaHW KOpbl HaLMOYEYHNKOB.

B 6onblwunHcTBe cnyyaeB AIlNC-2 BCTpevaeTcs
CMOpafiMiecku, OfHAKO OMMCaHO HeMaJslo Cly4aeB ce-
MeiHbIX (hopM, NpU KOTOPbIX 3ab60/1eBaHre Habnoga-
eTCA Y pa3HbIX U/IEHOB CEMbW B HECKO/IbKMX MOKOSIe-
HUsaX. Tlpn 3TOM XapakTepeH ayTOCOMHO-LOMWHaHT-
HbIi TUN HacnefoBaHMs C HEMOIHOW MeHeTpaHTHO-
CTblO, T. €. MOXeT HabnoAaTbCA pasHOe COouveTaHue
3ab0neBaHni, BCTpevarowmxcs B pamkax AlC-2, y
pa3HbIX Y/IEHOB CeMbM 60MbHBLIX AlNC-2.

AlC-2 npumepHo B 8 pa3 ualle BCTpedyaeTcs Y
XEHLWH, MaHUMEeCTMPYeT B CpefHEM B BO3pacTe
20—50 net, npu 3TOM WHTEpPBaT MEXZY KIMHUYe-
CKVUM [e6HTOM ero OTAe/IbHbIX KOMMOHEHTOB MOXET
coctaButb 6onee 20 net. Y 40—50% 6O/bHBIX C MC-
X04HO Wu30nMpoBaHHOW 1-XHH paHO wan nosgHo
pa3BuBaeTcs [pyras ayTOMMMYyHHas 3HAOKpPMHOMa-
TUs. B NpOTMBOMO/IOXKHOCTb 3TOMY Y /UL, CTpajato-
WX ayTOMMMYHHOW NaTosiornei WUTOBUAHOW Xese-
3bl MPWU OTCYTCTBMWU B CeMeliHOM aHamHe3e AIC-2,
PUCK Pa3BUTWS COYETAHHOW 3HLOKPUHOMATUM OTHO-
CUTENbHO HU3OK.

B HekoTopbIx pabotax [39, 45, 49] uccneposanu
4acTOTY BbISIBNEHNA (DYHKLMOHA/IbHLIX HapyLLeHWiA
WMTOBUAHON Xenesbl, a Takke 06pa3oBaHVs aHTUTeN
K TKaHW LMTOBUAHOW Xenesbl y 60MbHbIX N3CO vy
¢ 1-XHH. HapylweHve yHKUMW WUTOBUAHOM
Xenesbl 0TMeyeHo Yy 7,3% 6onbHbIX 3CO ny 23,7—
31,8% 60nbHbIX ¢ 1-XHH. Mpy 3TOM, NO AaHHbLIM
pasHbIx aBTopoB [45, 49], y 6onbHbIX U3C[ Tupeo-
TOKCMKO3 Habnogancs B 0,5—7%, runotMpeos — B
1—3%, cyOoKAMHMYecKuii runotmupeo3d — 8 1,4—10%
c/lyyaeB, Torga Kak y 60/ibHbIX ¢ 1-XHH TupeoTok-



CMKO3 BCTpeyanca B 7—14%, runotmpeos — B 11—
12%, CYyOKNMHWMYECKMIA runoTupeos — B 5—57%
cnyyae. Y 46—93% 60nbHbIX ¢ 1-XHH 6biin 06Ha-
PY)XXeHbl aHTUTena K TupeornobynuHy, y 48,5—55%
60NbHbIX — K TMpeouaHoin nepokcmpaase [39]. AHTK-
Tena K TKaHW LUMTOBUAHON >Kenesbl BbISB/EHbI Y
19,1% 60nbHbIX N3CA. AHTUTENA K Nepokcuiase Tu-
peoumnTOB 06Hapy>eHbl Y 159% o06cnefoBaHHbIX, aH-
TUTeNa K TUPeornobynuHy — y 7,5% 60nbHbIX. Mpu
3TOM BEPOATHOCTb  (DYHKLMOHA/IbHOTO  HapyLUeHUs
WMTOBUAHOM >Kenesbl MpW  BbISBEHUW aHTUTEN K
TKaHW LIMTOBUAHOW Xenesbl coctaBmna 13%.

Havbonee pacnpocTpaHeHHbIM BapuaHToM AlNC-2
ABnsetcs covetaHve 1-XHH u ayToOMMMYHHbIX 3a60-
NeBaHWn WMTOBMAHONM >enesbl u/mnn M3CH. B wc-
cnefoBaHun [56] m3yyanu vacTtoTy passutms 1-XHH,
ayTOMMMYHHbIX Tupeonatmin un W3CL B pamkax
ATlC-2, a TaKKe BPEMEHHYIO CBA3b MeXAy Hayaiom
1-XHH, ayToMMMyHHbIX Tupeonatuin u W3CL.
AIC-2 obHapyxeH y 22 (50%) 13 44 nauueHTOB ¢
1-XHH (16 eHWwmH u 6 MyXuuH), npu 3atom 16
(73%) ©3 22 4enoBeK WMMeNN ayTOMMMYHHble TUPeo-
natuun, a 9 (41%) — M3CA. MNMokasaHo, yto AT3 va-
we npegwectsoBan 1-XHH, n Tonbko B 2 cnyyasx
OH passuBasica nocne 1-XHH, B To BpeMsa Kak MosB-
neHne AWT BO BCex cnyyasx Habnoganocb nocre
nnn ogHospemMeHHo ¢ 1-XHH. W3CL npepliectso-
Ban 1-XHH B GonblumHCTBE cnyyaeB (7 M3 9) u B
66% HabnoLeHWA pa3BuBanica B Bo3pacTe 40 25 neT.
OfHako B wuccrefoBaHMM [25] nokasaHO, 4TO Mpu
ATIC-2 N3C/A pa3BumBaeTca B CpefHem 4depe3 7 feT
nocne 1-XHH.

B npoBefieHHOM Hamu uccnefosaHun [1] npu au-
HaMWYeCKON OLIeHKe COOTHOLLEHUSI YacTOTbl W30/K-
poBaHHOl 1-XHH u 1-XHH B pamkax AlC BbisiBne-
Ho, uTo ecm B 30-x — 50-x rogax XX Beka 1-XHH 8
pamkax AIC BcTpeyanach B 13% cny4yaes, T0 K 80-M —
90-m rogam 3TOT MokasaTtesib yBenmuuncsa go 34%, B
CBA3N C YeM MOXHO cfenaTb BbiBO4 006 OYepefHOM
aTane naromopgosa 60ne3HN AAAUCOHA, KOTOPbIV
3aK/104aeTCs B MOCTEMNEHHOM Mepexofe 3ToW naTono-
rmn B paspsg AlC, B nepsyto odepedb AIC-2 (cm.
pucyHok). [pyrumm cnosamu, AMC-2 Ha ceroaHsi-
HWIN [eHb BCTpeyYaeTcs [OCTAaTOYHO 4acTo, M 3abose-
BaeMOCTb UM MPOAO/KAET PacT.

B KAMHWMYeCKOW KapTuHe y 60MbHbIX ¢ AINC-2
npesaMpyroT npossneHns 1-XHH. 'vnepnurmeHTa-
LUMA Mpy 3TOM MOXET ObiTb BblpaXKeHa cnabo, 0co-
6eHHO npu coyetaHun 1-XHH u runotmpeosa. Tu-
MUYHOIN OLUNOKOIN ABNSAETCA MHTepnpeTaums ymepeH-
HOro MoBbIWeHNs ypoBHS TTI B (hase AeKOMMEHCa-
umn  1-XHH Kak nepBMYHOro runoTtupeosa. Takoe
noBblleHne ypoBHSA TTI cBA3bIBAeTCA C afeHOrunmno-
(hm3apHOM AUCHYHKUMEN Ha (POHE rMNOoKOPTMLM3MA
[25]. TecT HeobXo4MMO MOBTOPWUTL MOCNe LOCTUXKe-
HUA K/IMHWKO-N1abopaToOpHO KomneHcauuy 1-XHH,
[IOMOMIHMB ero MCCnefjoBaHMEM YPOBHA aHTUTeNn K
TKaHW LWMTOBUAHON >Xenesbl U Y3/ LWMTOBUAHON
Xenesbl.

TunuyHbIMKM npusHakamy passutus 1-XHH Ha
thoHe N3C/ ABNAIOTCA CHMDKEHWE [J03bl MHCYNMHA U
CK/NOHHOCTb K TUMOTIMKEMUAM, COYeTaloLivecs, He-
CMOTPSA Ha, Ka3asiocb Obl, 0Gofee fierkoe TeyeHue
N3CA, ¢ noxysaHuem, AWCMEncuYecKUMn paccTpoi-
CTBaMU, rMNOTOHMEN.

B cnyyae npucoeguHeHuns runotupeosa Kk V3CA
TeyeHune MocnefHero yTsxensercd. Ha passuTue ru-
noTMpeosa MOrYT YyKasblBaTb HEMOTUBUPOBaHHAS

JnHaMyKa COOTHOLLEHWNSA 4acTOTbl M30/IMPOBAHHOM manonatuye-
ckoii 1-XHH un 1-XHH B pamkax AIC (peTpoCneKTVBHbIN aHa-
nm3 298 cnyyaeB mamonaTnyeckon 6onesHn AgamcoHa 3a 1939—
1997 rr.) [1].

Mo ocu opavHaT — [0NA KaKAOW rpynnbl OT 06uero yucna 6oMbHbIX (B %); Mo ocu
abcumcc — nepuog, yctaHosneHus auarHosa 1-XHH; Hag cton6ukamy — NpoueHT gaH-
HOI rpynnbl OT 06Lero yucna 6onbHbIX, a — 1-XHH B pamkax AMC; 6 — 13011poBaH-
Haa nauonatuyeckas 6onesHb ALAnCOHa.

npubaBKa B Macce Tena Ha (POHe YTSHKENEHUA Teye-
HWS caxapHOro [Amabera, CKIOHHOCTb K TUMOr/INKe-
musam. CouetaHne M3CA v AT3 B3aMMHO OTArowaet
TeyeHne aTMX 3aboneBaHWin. [pn aTOM HabnogaloTCs
TSXKENoe, NabunbHOe TeyeHue caxapHoro [nmabera,
CK/IOHHOCTb K KEeTO03Yy, KOTOpbIiA B CBOKO O4epefb MO-
YKET MPOBOLMPOBATb TUPEOTOKCUYECKNA KPU3.

CoyeTaHne ayTOMMMYHHbIX 3a60/1eBaHWA LLMTO-
BMIHOM >Kenesbl C KakoW-1nbo Apyrovi ayToUMMyH-
HOW 3HOOKPUHOMATWEV Npy OTCYTCTBUM HafMoYeu-
HVMKOBOW HefOCTaTOYHOCTW HEKOTOPble aBTOPbl Bbl-
AenstoT B OTAENbHbIN cuHgpom — AlC-3 [14, 18]
OfHako B HaCTOflLee BPems MO 3TOMY BOMPOCY HET
eIMHOr0 MHEHUs,, W BblAe/feHVe AaHHOro CUHApPOMa
MHOIVEe CUMTalOT HernpaBOMepHbIM. 3TO CBfA3aHO C
TeM, 4YTO WMMYHOreHeTUYeCcKue pasinums, nonoo-
Hble TakoBbiM Mmexgy AINC-1 u AlC-2, wmexay
ATC-2 n npegnonaraembiM AMNC-3 Ha CerogHALLHNL
[eHb He BbISB/IEHDI.

AlC-1 (APECED — Autoimmune polyendocrin-
opathy-candidiasis-ectodermal-dystrophy, MEDAC —
Multiple Endocrine Deficiency Autoimmune Candi-
diasis, kKaHAMAOMONNIHAOKPUHHBIA CUHAPOM) — pea-
Koe 3a60/1eBaHNe C ayTOCOMHO-PELLECCUMBHBIM TUMOM
HacnefoBaHUA UK (Pexe) BCTpevaroLLeecs criopagn-
Yecku, [n8 KOTOPOro XapakTepHa Kiaccuyeckas
Tpvaga, onucaHHasa J. Whitaker u coasT. [89]: cnu3sm-
CTO-KOXHbI KaHAMAo3, runonapatupeose, 1-XHH.
Knaccuyeckoi Tpuazie MoryT conyTCTBOBaTb MepBuY-
HbIA runoroHaguam [3, 91|, 3HauMTeNbHO pexe nep-
BUYHbIA runoTupeos, W3CH [5]. Cpean He3HLOK-
PVHHBIX 3a6oneBaHnin npu AMNC-1 MOryT BCTpeyarb-
CAd  MepHULMO3Haa aHeMus, BUTUAWUTO, asioneuns
[35, 74], XAl [5], cuHpgpom manbabcopbumm [69],
runonnasna 3y6Hou amanu [5], kepartonatus [5],
anctpodmna Horteld [5], aKToAepMasibHas AmMcniasus
[5], acnneHnsm [34], nzonupoBaHHbIA aeuunt IgA,
OpOHXMa/IbHas acTMa, r/10MepyIoHepuT.

ATlC-1, B UeNOM SBNSISICb PeAKO MNaTonorven,
HECKO/IbKO Yallle BCTpeyaeTcs B (PUHCKON nonynsauum,
CPefy VIPaHCKMX eBpeeB W CapAWHLEB, 4TO, BEPOATHO,
CBA3aHO C [/INTE/IbHOW FEHETUYECKON W30/IMPOBaHHO-
CTbHO 3TWX HapofoB. YactoTa HOBbIX C/yvyaeB B PUH-
NAHAWMWU cocTasnisfeT | Ha 25 TbiCc. HaceneHus [2].

ATC-1 [e6loTUpyeT, Kak MpaBWno, B [ETCKOM
BO3pacTe, HECKO/IbKO Yalle BCTPeYaeTcs y MyXUuH. B
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OMUCaHHbIX CEMEMHbIX CyYasx 3aboneBaHne Habno-
[an0Cb TOMbKO Y CMOCOB M HUKOTJa — Yy MpeLcTaBu-
Tenell pasHbiX MoKoneHwui. B passutum AMC-1 orT-
MeyaeTcs OnpefesieHHas MocnefoBaTe/lbHOCTb K/N-
HUYECKMX NPOSBNEHWA.

B nopasnstoem 60/bLUIMHCTBE C/lyyYaeB MepBbIM
nposisneHnem AlC-1 ABNSeTCA CAU3NCTO-KOXKHbIN
KaHAMAO3, pa3BuBatomiics B nepsble 10 N1eT »KuU3-
HW, yalle B Bo3pacTte okono 2 net [90], npu aTomM Ha-
6M0AaeTcA MOPaXKEHNEe CMUSUCTLIX 000/I04EK NonocC-
TV pTa, FeHUTaINiA, a TakKe KOXW, HOTTEBbIX Ba/iu-
KOB, HOITEN, pexe BCTPEYaeTCA MOpaKeHUe >Xeny-
[OYHO-KMLLIEYHOrO TpakTa [23], AbIXaTeNlbHbIX MyTei
[31]. Ha doHe CNM3MCTO-KOXKHOro KaHamaosa y 84%
[25] nauneHTOB MOSBASETCH rMMNoONapaTupeos, KOTo-
pbin y 88% 60/bHLIX pa3BMBaeTca B nepsble 10 NeT.

KnvHuyeckne npusHaky runonapatpeosa OT/iu-
yatotcs nonvmopguaMom. Kpome XxapakTepHbIX Cy-
[0pOr MbILL, KOHEYHOCTEW, MOMOXUTENbHBIX CUM-
NTOMOB Tpycco M XBOCTeKa, MapecTesnii, NapuHroc-
nasma, y 60/bHbIX HabnoAalTca CyLOPOXKHbIE NMpu-
najKun, KOTOpble 4acTo pacLeHMBalOTCA KakK nposBsle-
HWUA anunencun. B cpefHem yepes 2 roga [23] nocne
runonapaTtvpeosa passmsaeTca 1-XHH, kotopas vy
75% nauMeHTOB MaHWMeCTUPYeT B TeueHWe mocse-
oyrownx 9 net. OfHAKO TMMNOKOPTULIM3M Yalle npo-
TeKaeT B NIaTEHTHOWM (hopme, NMPU KOTOPOM OTCYTCTBY-
€T BblpaXKeHHad runepnurmeHTauus; ero nepsbim
MPOSB/IEHVEM MOXET OKas3aTbCA 0CTpas HafnoyeyHu-
KOBas HefoCTaTOYHOCTb Ha (JOHe CTPeccoBON CuTya-
umn. CroHTaHHOE Y/yuylleHVe TeYEeHUs runonapaTu-
peo3a C MCYE3HOBEHMEM BCEX ero MposB/IEHUI, Kpo-
Me TPaH3WTOPHON TFUNOKabLMEMUN, MOXET Cly-
XWUTb MPU3HAKOM Pa3BUTUA TUMOKOPTULM3ME, NpU
3TOM TeMHas NMUIrMeHTaUmMs KOXWU MOXET OblTb Bblpa-
YKeHa He3HauuTesibHO [16].

Y 10—20% >XeHwmH ¢ AlC-1 [91] BCcTpevaeTcs
NepPBUYHbINA TMNOroHaan3M. KAMHWYECKN OH MposiB-
NAETCA NepBUYHOM WM BTOPUYHON ameHopeeld [16],
npy rOPMOHa/IbHOM  MCCMIef0BaHUN  OMpefensatTcs
BbICOKME YPOBHM JIT 1 ®CI. Y My>XUYUH NepBUYHbINA
TMMNOroHaan3M yallle BCEro nposiBnseTca 6ecrnnoau-
eM. B VpnaHgumn 6bina onucaHa cembsi [55], B KOTO-
poin AMNC-1 umenn 5 4Yenosek, Npu 3TOM Y 4 XeH-
WKUH B BO3pacTe 18—23 net 6Oblia AMarHOCTUpPOBaHa
nepBMyHas oOBapua/ibHad HeAoCTaTOYHOCTb. WHTe-
PECHO, 4YTO Y 4 13 5 BO/bHLIX B 3TOM CEMbe MMENNCh
OKynonaTtuun: y 2 — cy6KkarncynapHoe nomyTHEHWe Xpy-
CTa/iMka, y | — MOMYTHeHWe porosuupl, ewe y | —
TSXKENbIA ABYCTOPOHHWUIA UPUAOLMKANT ¢ (hopmmpo-
BaHMEM KaTapaKTbl.

B wnccnepgoBaHum [5] m3yyvanu CnexkTp KAMHUYe-
Ckux nposieneHnii AMC-1. oka3aHo, YTO C/IM3UCTO-
KOXHbI KaHAMA03 HabnaaIcs y BCeX MalMeHTOoB C
ATC-1 1 B 60% cny4aeB Oblf MEPBbIM MPOSBEHNEM
3abonesaHunsa. [vMnonapaTnpeo3 [AMAarHOCTMPOBaH B
79%, 1-XHH — B 72%, nepBUYHbIA FMNOroHagnsm y
XKeHWMH — B 60% (pa3suBasica nocne 13 fet), nep-
BUYHbIA TMNOroHaAn3M y My>X4uH — B 14% cnyvaes
(passuBanca nocne 16 net). OgHaKO B LpYroM uccre-
foBaHuM [93] nOKasaHO, 4TO Y BCEX MaLMEHTOB C
AIIC-1, 3a nckioyeHvem 1 (22 13 23 4enosek), 06-
Hapy>Xusasicsi runonapatmpeos (96%), KOTopbli4 6bin
fmarHoctmpoBaH fo 20-netHero Bo3pacta (91%).
1-XHH Habnopanack B 22% cnyvaeB. Bo Bcex cny-
yasx, Kpome 1, oHa pasBvBasiacb Mocne rurionaparu-
peo3a. CnM3NCTO-KOXHbBIA KaHAMAO03 Habntogancs
ToNbKO y 4 (17%) naumeHTOB, runoroHagnsam — y 6
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(26%) — 3 MY>KUMHbI 1 3 >KEHLIMHbL. Opyrumm npo-
ABNEHUAMMN, HabMIOLaEMbIMUA Y 3TUX OOMbHbIX, OblIN
NnepHULMO3Has aHeMus, TMNOTUPeos, anoneuns. Mpu
aHanm3e Habopa KommnoHeHToB AINC-1 B K30/1Mpo-
BaHHbIX NONYyNAUMAX (MHHOB M MPAHCKMUX EBpeeB
BbIIB/IEHbI HEKOTOPble pa3nyug, KoTopble CBA3bIBa-
I0T C Ha/MuMem MOABapuaHTOB CUHApOMa. Tak, Y
MPaHCKUX eBpeeB OTHOCUTE/IbHO PefKO BCTpevaeTcs
KaHAMOO03 U He BCTpeyaeTca kepartonatusa [5, 93].

JKectkad accouupaums AIC-1 ¢ raniotMnamm
HLA otcytctsyeT. 19 (PMHCKUX NauneHToB, OAHa-
KO, eCTb OnucaHue cnaboli accoymaumm AINC-1 c
HLA A28, A3 [4].

Hanbonee CyuLleCTBEHHbIM OTKpbITUEM MOCNes-
HUX neT B 06nactu wuccnegosaHuss AlNC aBnsetcs
paclmgpoBka CTpyKTypbl reHa APECED (reH, oT-
BETCTBEHHbIN 3a pa3sutue AlC-1), umetowiero pas-
Mep npumepHo 13 Kba3 B A/IMHY M cocTosALLlero u3 15
3k30HOB. OH pacnosiokeH Ha Xpomocome 21022.3
mexay Mapkepamn D21S49 n D21S171, HecKonbko
npokcumanbHee reHa PFK.L. TeH kopupyeT 6efiok
AIRE-1 (autoimmune regulator), cogepxaLnii 2 yya-
cTka zine-finger (PHD-fmger, "UMHKOBble MasibLbl'":
AK 299-340, 434-475), HAaCbILEHHbIA NPOIVHOM
yyactok (AK 350-407) m 3 LXXLL-yyactka (AK
7-11, 63-67, 516-520). Zinc-finger-yyactkn 6enka
A1RE-1 cofepxaT XapaKTepHbliA [OMEH, BK/IHOYat0-
WA 2 UNCTEMHOBbLIX U | FUCTUAMHOBLIA OCTATOK:
[aHHblE aMVWHOKMCNOTbI B3aMMOLENCTBYIOT C WOHOM
LUMHKa, a pacnooXeHHas MeXxay HUMW NonvnenTtu-
Has Uenb WmeeT BMA nanbua. Zinc-fmger-yyacTtku
6enka AIRE-1 cTtporo romonoruyHsl zine-finger-yya-
CTKaMm GefnikoB Afpa, Takmx kak Mi-2, TIFI, Spl40,
LYSPIOO-B. HacbIlgHHbIA MPOANHOM-YHYaCTOK He-
06X04MM AnA B3aMMOZENCTBUA Mexay Oenkamu uam
ana ceasbiBaHns ¢ AHK. C nomowpsio LXXLL-yya-
cTka 6enok AIRE-1 cBfA3blBaeTCs C peuenTopamu sj-
pa. Mpegnonaraetcs, 4to 6enok AIRE-1 sBnsetcs pe-
rynaTopom TpaHckpunuun. B reHe APECED wpaeHTu-
(mumpoBaHbl 2 MyTaumm [51]. OpHa wmyTaums —
R257X — xapaKTepusyeTcs 3aMeHol B 6-M 3K30HE B
257-1 no3vumn apruHmHoBoro kogoHa (CGA) Ha
cTon-kofoH (TGA), apyras — K83E — xapakTepusy-
eTCca 3aMeHON BO 2-M 3K30He B 83-l1 aMWHOKMCOT-
HoW nosvuun nusnHa (AAG) Ha rnyTaMUHOBYHO KU-
cnoty (GAG). B ogHOM 13 1cCnefoBaHWn 6 6OMbHBIX C
ATC-1 6biin roMO3UroTHLI Mo K257X-annento n 2 —
reTepo3vuroTHbl MO JaHHOMY anfiefto. Y | 60/bHOro,
reteposuroTHoro no K257X-annento, BO 2-m annene
obHapyeHa KB83E-myTaums. Tpu CKPUHWHIOBOM
nccnefoBaHuM ABYX KOHTPOSbHBIX TPYM, COCTOALLMX
m3 80 n 20 4YenoBeK COOTBETCTBEHHO, MyTaLuu
R257X n K83E He 06Hapy>keHbl.

B ocHoBe natoreHesa AINC nexaTr ayTOMMMYyH-
Hble rpouecchl. AyTonMMmyHHas npupoga AlC onpe-
[enseTcqd Ha OCHOBaHWM WMeroLelica nnumdoumTap-
HOW WHMUNbTPaLUM B MOPAKEHHBIX Xenesax, Haiu-
Uma UMPKYIUPYIOLLMX OpraHocneumpuyecknx aHTu-
Ten B CbIBOPOTKE KPOBW, HaNMUMA K/IETOYHO-UMMYH-
HbIX AeDEeKTOB, NAEHTU(MMKALUN CreLmnpuyecknx ay-
TOaHTUIEeHOB.

Mpn unsyyeHun AINC BO3HUKaET 3aKOHOMEPHbIN
BOMpocC: oAMHakoB fin natoreHe3 AMC-1 n ATMC-2 u
MX W30/IMPOBAHHbLIX KOMMOHEHTOB. W3 npeacTas/ieH-
HbIX JaHHbIX MOXHO CAenaTtb 3aK/oUeHre 0 TOM, YT
NMEIOTCA 3HAYMTE/IbHbIE TeHETUYECKME pasiniuna me-
xay AMNC-1 n AMNC-2 n mexgy AMNC-1 n ero nsonu-
POBaHHbLIMW KOMMOHeHTamMW. MHeHUs aBTOpPOB O Ha-



NHAN WX OTCYTCTBUMM  FEHETUYECKMX  Pasnyuii
(HLA-accoupnaums) mexgy AMNC-2 n ero 0CHOBHbIM
KOMNOHeHTOM — 1-XHH — B n3011poBaHHOl hop-
Me pa3ownch. Pa3nnuyHble TeHeTUYecKre OCHOBbI
3a60M1eBaHNn MO3BOMISKOT MPEANONOXNUTL Pa3/INYHbIA
naToreHe3 ayTOMMMYHHON arpeccun. HecmoTps Ha
370, cama no cebe ayTOMMMYHHas LeCTPYKUMSA SHLOK-
PUHHBIX ee3 C ee CeposiornyeckUMm U KInMHUYeCcKu-
MW MPU3HaKaMn NPOTEKaeT BO BCEX Cyyasx OAHOTWI-
HO. [py MOPMONOTMYECKOM M3YYEHUN MOPaXKEHHbIX
OpraHoB Kakux-nmbo pasnyuii He BbISB/IEHO.

B matoreHese AlC nMMeeT 3HaYeHMe Kak K/eTou-
Hoe, TaK U TymMopa/ibHOe 3BEHO MMMyHuTeTa. Bax-
Hyt0 ponb npu AMC wurpaet gedekT T-KNeTOYHOM
(yHKumn. TlokasaHo [15], 4TO akcrpeccuss Ha
T-knetkax Fas-peuenTopoB nNPUBOAUT K HapyLue-
HUK perynauum anMMurHaumMy Ha nepudgepun ayTo-
PeaKTMBHbIX K/IOHOB /IMM()OLUTOB MyTeM aronTosa
(Mpouecc nporpaMmmupoBaHUs CMEPTU K/IETKM), UTO
Croco6CTBYET HaKOMIEHNIO T-KNEeTOoK, UMEILLMX Bbl-
COKYK PeakTUBHOCTb K COOCTBEHHbIM CTPYKTypam
(ayToaHTUreHam). B onucaHHOWM Bbille WpIaHACKON
cemMbe [55] y 4 13 5 6O/bHLIX 06HAPYXXEHO ABHOE, a 'y
I — norpaHW4yHOe CHWKeHWe YpOoBHA T-nmmdoum-
TOB-Ccynpeccopos (Tabn. 3).

B OTHOLUEHUM ayTOaHTUTeNn OCTaeTcs A0 KOHLA
HeACHbIM, MOSABNAKOTCA N OHW BTOPUYHO B OTBET Ha
T-K/IETOYHO-0NOCPES0BaHHOE MOBPEXAEHNE TKaHel
NN ayToaHTMTena npoBOLMPYIOT KNeTOYHO-Oorocpe-
[OBaHHbIN ayTOVMMYHUTET.

Y 60nbHbIX ¢ AMNC-1 nNpu UMMYHOMOTUYECKOM
nccnefoBaHUM CbIBOPOTOK OMPEAenarTca ayToaHTu-
Tena K 3 (hepmeHTaM HaArnoyeyHWKOBOro CTepoupo-
redesa — 20,22-pecmonase, 17a-rmapokcunase,
21-rngpokcunasze [40, 83]. OpHako pesy/bTatbl MC-
CNnefjoBaHNIA, MOJMyYEHHble pasHbIMK aBTopamu, AocC-
TaTOYHO MPOTUBOPEeUMBLI (Tabn. 4).

B pabotax O. Winqvist n coast. [90, 91] nokasa-
HO, UTO BCE MWCCNeAyeMble CbIBOPOTKM 6O/MbHBIX C
AlC-1 nogaBnsannm  (epMeHTaTUBHYH) aKTMBHOCTb
20.22-pgecmonasbl, Npu 3TOM B CbIBOPOTKAX OTCYTCT-
BOBa/1a PeakTUBHOCTL K 17a-rugpokcunase u 21-rua-
pokcunase. OAHaKo Hannune aytoaHTuTen K 21-rug-
poKcunase, a Takke K 17a-rugpokcunase y 60MbHbIX
¢ AMC-1 6bino onucaHo B paboTax Apyrux aBTOPOB
[22, 64]. B nNpoTMBONONOXHOCTL 3TOMYy B paboTe Y.
Song u coaBT. [73] B 5 wuccrefyemMblX CbIBOPOTKaXx
60nbHbIX ¢ AMC-1 He 06Hapy)XeHO PeakTMBHOCTU K
20.22-pgecmonase, a TaKxke K 17a-rmgpokcunase, Ho
B 4 3 5 CbIBOPOTOK KVMenacb pPeakTUBHOCTL K
21-rnppokcunase. B gpyrom wvccnegosaHun [19] 'y
60/bHbIX ¢ AMC-1 HalfieHbl ayToaHTUTeNa KO BCEM 3
yKaszaHHbIM (pepMeHTaM cTepougoreHesa. [py 3atom
aytoaHTMTena K 2l-rugpokcunase Habnwganmcb y
64% 60/bHbIX, B TO BpeMsA KaK ayToaHTuTena K

Ta6bnuuya 3

CogepxxaHue (B %) pasnnuHbIX KnaccoB T-nmmdoumnToB y 4 nauu-
eHTOB ¢ AlC-1 [57]

BonbHble
JnmouuThl Hopwma

Ne | Ne2 Ne3 Ne4
CymmapHble T-numdoumTel 939 71,2 925 75

CymmapHble B-numdoumtsl 7,5 15 6,0 11,0
T-xennepbl 77,7 98,3 89,2 86,7
T-cynpeccopbl 256 19,0 114 152

72,2-86,1
5,9-16,9
60-77

24,8-41

Ta6nmuya 4
OGHapy»eHue ayTOaHTUTEeN K pasIMyHbIM (hepMeHTaM HafnoyeuHu-
KOBOro cTepougoreHesa npu AMC-1 (no gaHHbIM pa3HbIX aBTOPOB)

Uucno | P450c21

McTouHMK Habntofe- P450c17  P450scc
HUN
O. Winqvist 1 coaBT.
[90, 91] 5 + (100%)
Y. Song n coaBT. [73] 5 + (80%) - -
S. Chen u coasT. [19] 1 + (64%) + (55%) + (45%)
P. Peterson u coaBsT. [61] 46 + + 4

MpuMeudaHue. + 06HapyXKeHbl, — He 06HapYKeHbI.

2B2naze n 17a-ruppokcunase 0BOHapy>KeHbI
3HaunTeNbHO pexke (45 n 55% CcOOTBETCTBEHHO). Ay-
ToaHTUTena K 20,22-gecmonase, 17a-rumgpokcunase,
21-rngpokcunase y 60nbHbIX ¢ AMNC-1 06Hapy>XeHbl
TaKxke B uccnefosaHuy P. Peterson u coasT. [61]. Tak,
y 33 (72%) w3 46 uenosek, ctpagarowmx AlIC-1, ay-
TOaHTWTeNa BCTPEYaINCb MPUMEPHO C OAMHAKOBOWM
4acTOTOM, MO KpariHei Mepe K OAHOMY U3 3 yKa3aH-
HbIX (DEPMEHTOB CcTepougoreHesa. [lpy 3TOM ypo-
BeHb ayTtoaHTuten Kk 20,22-gecmonase, 17a-rugpo-
Kcunase, 21-rugpokcunase Obli 3HaUMTE/IbHO BbILLE Y
60nbHbIX ¢ AMNC-1 ¢ 1-XHH no cpaBHEHWIO C YpOB-
HeM ayToaHTuUTen y 60nbHbIX ¢ AlNC-1 6e3 1-XHH
(85% npotus 39%). Kpome Toro, y Bcex 11 yenosek,
cTpasarowimx AlC-1, MMerLwWwmx SNYHUKOBYO Heaoc-
TaTOYHOCTb, OOHAPYXXeHbl ayToaHTuTena K 17a-rmapo-
Kcunase nnm K 20,22-gecmonase.

Mpn M3y4eHUN BO3MOXHOCTM MEPEKPECTHON pe-
aKTVBHOCTW aHTUTeN K 3 pepmeHTaM CTepouaoreHesa
NOEHTU(ULMPOBAHO 4 ayTOAHTUIeHHbIX 3nNuTOMa
17a-rugpokcunasel [58]: ER1 (AK 122-148), ER2 (AK
280-304), ER3 (AK 396-432), ER4 (AK 466-508), Ko-
TOpble CPaBHWIN C COOTBETCTBYIOLUMMMN ayTOaHTU-
reHHbIMK anuTonamu 21-rugpokcunasel, 20,22-gec-
mMonasbl. Pe3ynbTatbl MOKasain, 4YTO aMWUHOKMWC/IOT-
Hble nocnegosatenibHocT ER3 n ER4 asnutonos
17a-rvapokKcmnasbl YacTMYHO COBMAaJAdT C aMMUHO-
KMUCNOTHbIMK nocnegosartenbHocTamMn ER3 u ER4
anuTonos 21-rmapokcunasbl. OgHako He O6Hapy>ke-
HO COOTBETCTBMA aMWUHOKMWC/IOTHbIX MOC/eA0BaTelb-
HOCTEI B yKa3aHHbIX anutonax epmMeHToB 17a-rug-
pokcunasbl u 20,22-gecmonasbl. bbiia  BbiCKasaHa
MbIC/lb O TOM, YTO [eNCTBUE ayToaHTUTen K 17a-rua-
pokcunase u 21-rmapokcuiase MoXeT ObiTb YacTuy-
HO pe3yNbTaToM MEepPeKPeCcTHON PeakTUBHOCTY.

Mpn AMNC-1 06HapyX1BatOTCA TakXKe ayToaHTUTe-
na K ayTtoaHTUreHam naHKpeaTuyeckux (3-KneTok, Ta-
KUM Kak rnytamatauupgekapbokcunasa (GAD —
(hepMeHT, KaTa/IM3npYOLLMIA CUHTE3 Y-aMUHOBYTUpa-
Ta u3 rnytamara) [12, 81, 85] u apomaTuyeckas
L-amunHoaunanekapbokcunasa (AADC — epmeHT,
KaTannsnpyownii - aekapbokcunmposaHue L-5-rug-
pokcuTpunToaHa B CEPOTOHUH W b-3,4-OUrMapoK-
cudpeHvnanaHnHa 8 gonamund) [8, 65]. AytoaHTutena
K GAD BcTpevatoTcs Kak npu AMNC-1 [12, 65, 85],
Tak 1 npu N3CA [8], B TO BpemMsa Kak ayToaHTUTesa
K AADC BcTpevatotca To/ibko npu AlMC-1. B uccne-
posaHun [37], rae usyyanu 6onbLyto rpynny 60/1bHbIX
c AlC-1 n MN3CA, nokasaHo, 4TO ayToaHTUTeNa K
AADC BbisBneHbl y 35 (51%) u3 69 yenosek, cTpa-
Aaowpmx ArC-1, n He oGHapy»XeHbl HW y OfiHOrO M3
138 60nbHbIX N3CA, a Takke B KOHTPO/ILHON rpynre.

MoMMMO MNaHKpeaTUYeckmx (3-KMeTok, (epMeHT
AADC npefcTasfieH B MOHOaMUHEPrnyecKnX Herpo-
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Hax nepugepuyecKoin 1 LeHTPasbHOM HEPBHOM CUC-
TeM, MEeYEeHW, NOYKax, KOXe, 3IHTEePOXPOMagPUHHbIX
KMeTKax KuweyHuka [54, 63]. Hannume atoro tep-
MEHTa B MEYEHWN, 3HTEPOXPOMAPPUHHBIX K/IETKAX
KULIEYHNKA, KOXeEe, BEepPOATHO, MOXET O0OBACHUTb
XAI, cuHgpoM Manbabcopbumm, BUTUAUIO, Habsto-
Jaemble y 60/bHbIX ¢ AMNC-1. Tak, B MccnefoBaHWN
[37] nokasaHo, 4TO Hambosnee 4acTo ayToaHTMTeNa K
AADC BcTpevatoTca y 60/bHbIX ¢ AMC-1, nMmeto-
wux XAl (y 11 wu3 12; unm B 92%), B OTAM4me OT
60nbHbIX ¢ AMC-1, He nmetowmx XAI (y 24 un3 57,
nnu B 42%). Cpefm 60/bHbIX ¢ AlNC-1 ayTtoaHTUTENa
K AADC 06blin HaigeHbl y 12 (80%) u3 15 naumeH-
TOB C BUTMAUIO U Yy 23 (43%) 13 54 naymeHTOB 6Ge3
BATUAMIO. Y 5 13 9 60/bHbIX, cTpagatowmx AMNC-1 u
nverowmnx WN3CH, o6Hapy>XeHbl ayToaHTuTena K
AADC n GAD, y 2 — ayToaHTUTeNa To/bko K GAD.
Takum 06pa3om, Obin cfenaH BbIBOA O TOM, 4TO
ayTommmyHHaa arpeccus npotus AADC, BeposTHO,
MMeeT 3HayeHWe B naroreHese XAl n BUTUAUTO Y
60nbHbIX ¢ AMC-1. HecmoTpsi Ha TO 4TO 6GO/bLUNH-
CTBO MaumeHToB ¢ AIC-1 wumenn ayTtoaHTMTENna K
AADC 6e3 BbIpaXXeHHbIX KINHWUYECKMX MPOSB/IEHUIN
XAl 1 BUTUNTO, ayTOUMMYHHasi PeaKTMBHOCTL Mpo-
TUB TenaToumMToB U MEIaHOLMTOB MOXET MpOoTeKaTb
CYOKNMHUYECKN. ITO NpeLnosioXKeHne OCHOBbIBAET-
CA Ha aHasnorum c uccrnegosaHvem [81], B KOTOpOM
nokasaHo, 4to y nauueHtos ¢ AlC-1 6e3 N3CA,
HO ¢ ayToaHTuTenamm Kk GAD, VMMenucb CHMKEHHbIE
ypoBHM C-nenTmga U UHCYIUHOBOTO OTBETA, YKasbl-
BaloLMe Ha CYOKIMHMYECKYH ayTOMMMYHHYHO peak-
TUBHOCTb MNPOTUB P-KNETOK. Hanunuve aytoaHTuTen
K AADC He3HauMTeNlbHO KOPPEeNMpoBasio C Haimyu-
eM UV3CA y 60nbHbIX ¢ AlC-1, 0AHaKO BO3MOX-
HOCTb  BKJ/IKOYEHMS] ayTOMMMYHHON pPeakTUBHOCTY
npotus AADC B nartoreHese W3CO npu AlC-1
MONIHOCTLIO HE MOXET ObITb MCKIHOYEHa, MOCKO/bKY
ToNbKO 9 13 69 naumweHToB ¢ AMC-1 nmenn 3CL.
HepnaBHO Obll  OxapakTepu3oBaH napaTvpeouj-
HblIi ayTOaHTWUIeH Yy 60MbHbIX ¢ AlMC-1. B nccneno-
BaHMM [36] nokasaHo, 4To 3 M3 9 CbIBOPOTOK Mauu-
eHToB ¢ AlC-1 MMMYHONPELMNUTUPOBAIN MNapaTu-
PEOMAHbLIA MPOTEWH, TOrja Kak peakTMBHOCTb CbIBO-
poTOK 6onbHbIX ¢ 1-XHH (1 =110), W3CA
(1 = 10) u CbIBOPOTOK 340pPOBbIX AOHOPOB (1 = 110)
He O6Hapy>eHa. ®PYHKLUMA HOBOro MapaTtupeounaHo-
ro ayToaHTUreHa Heu3BeCTHa, XOTA BO3MOXHO €ro
yyacTve B MeTabonmM3Me KanibUug uim ButamvHa D.

Mpy  VIMMYHOMIOTMYECKOM  WUCC/IEf0BaHNN  KPOBY
60MbHbIX ¢ AlC-1 ¢ MOMOLbO METOA0B UMMYHO-
npeuunuTauun n MMMyHOBNOTTUHIA [59} 06Hapyxe-
Hbl aHTMTena K 4 npotenHam Candida albicans: eHo-
nase, TepmoniabunbHOMy npoTenHy-90, nupyBaTKu-
Hase W aTungervgporeHase. AHan3 CbIBOPOTOK 44
yenosek, ctpagarowmx AlMC-1, B peakumv MMMYHO-
npeumnuTauny nokasasi, Yto BbIpaKEeHHas peakTuB-
HOCTb Habnoganach B cny4vae ¢ eHonasoin (80%), HO
TaKkXKe OHa Oblnia 06HapYXXeHa B Cyvasax C TepMmosa-
6UnbHbIM  NpoTenHom-90 (67%), NMPYBaTKMHA30M
(62,5%) wn atungerngporeHasoin (64%). B uenom vy
95,5% nauuweHToB ¢ AlC-1 onpefensnncs aHTUTeNa
Nno KpaiHei mMepe K OAHOMY M3 3TUX MPOTEMHOB.
MeTooM MMMYHOGNOTTUHIA MoKas3aHo, YTo 84% cCbl-
BOPOTOK pearvpyroT ¢ eHoNa3oi n 44% — ¢ Tepmona-
OUNbHLIM NPoTeMHOM-90. Bbin cAenaH BbIBOZ O TOM,
uTo0 4 KaHAWMAO03HbIX NPOTeMHa MOryT 6biTb WCMO/b-
30BaHbl KaK TOYHblE MapKepbl KaHAuAo3a Y 60/bHbIX
¢ AlC-1, a ncnosb3oBaHne peakuunm UMMyHoOMpeuu-
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nuTaLUMy NonesHo A1 GbICTPOro aHann3a GOo/bLIONO
KONMYeCTBa CbIBOPOTOK.

M3BecTHO, uTo AIlNC-1 co4yeTaeTcss C CENeKTUB-
HOW T-KNETOYHON HefoCTaTOYHOCTbO [7], npuBOAs-
Wel K XPOHUYECKON KaHAWAO3HON WHMEKLUN 1 He-
BO3MOXHOCTUW pearnposaTtb Ha KaHAWAO3Hble aHTuUre-
Hbl [46]. OgHako naumeHTbl ¢ AIC-1, umetouime
XPOHUYECKUW  C/IM3UCTO-KOXHbIA  KaHAWA03, Peako
CTpajaloT OT pacrnpocTpaHeHHOro KaHauposa. Vwe-
toTcA paboTbl, B KOTOPbIX COOOLLAETCA O 3aLiMTHOM
pONN aHTUTEN K TepMOnabuibHOMY NpoTenHy-90, Ko-
TOpble MNPEnATCTBYKOT CUCTEMHOMY PacrnpocTpaHe-
HUIO KaHavposa [48]. BO3MOXHO, NMOLOGHYHO 3aLuT-
HYI0 POJib Y 3TUX MaLMEeHTOB BbINOMHAKT 1 aHTUTeNa
K eHonase, nupyBaTKMHa3se, aTUNAervaporeHase.

MOCKOMbKY KaHAMA03, 4acTO HayuHaloLWmMincs B
nepeble  rofbl >KM3HW, OObIYHO  MpefLIecTByeT
1-XHH, 10 B wuccneposaHun P. Peterson u coaBsT.
[59] m3y4anacb BO3MOXHOCTb (DOPMMPOBAHMS OCHO-
Bbl A4/11 MONEKYNAPHOA MUMUKPUWU MEXAy CTepouns-
HblMU (hepMeHTaMu 4YenoBeka u Candida albicans,
npusogswen k 1-XHH. Candida albicans umeet
€[VHCTBEHHbIN (hepMeHT uuToxpoma P-450 — naHo-
cTepon- 14a-gemeTvinasa. HecmoTps Ha TO 4TO 06GCne-
OBa/IN MAUWEHTOB C BbLICOKAM TUTPOM aHTUTEN K

epMeHTaM CTepOMAOreHesa 4esioBeka, HU OAWH 13
VMMYHOMO3UTUBHBLIX K/IOHOB He COfepXasl KOmMuio
KaHAMA03HOro (hepMeHTa. Takad HefocTaTouHas ry-
MopasibHad PeakTVMBHOCTb K KaHAWA03HOMY (DepmeH-
Ty untoxpoma P-450 no3BosfeT NPeanosioXuTb, YTO
I-XHH He saBnsieTcs pe3ynbTaToM  MOJEKY/ISIPHON
MUMUKPUN MeXLY KaHAVMAO03HbIMU U CTepOUAHBLIMY
(bepMeHTamy YenoBeKa, a CKOpee, WMMEET 3HauyeHue
FeHETUYECKNIA [EEKT, BbI3blBAOLLNIA MOBPEX/EHME
crneyndmryeckoin T-KNeToUHOM (yHKLUUN.

Y 60nbHbIX ¢ AMC-1, cTpagatowmx XAl, HefaBHO
Obl/IM OMMcaHbl NeYeHOYHbIE ayTOaHTUreHbl — LUTO-
Xpom P-450 1A2 u uutoxpom P-450 2A6 [20]. B op-
HOW 13 paboT, rae OblM UcCnefoBaHbl CbIBOPOTKK 12
60/1bHbIX ¢ AlMC-1, cTpagatowmx XAl B 4 cnyyasx
0OHapyXeHa WMMYHONOrMYeckas peakTMBHOCTb K
umToxpomy P-450 1A2 n B 9 — K uutoxpomy P-450
2A6. Hu B 0fiHOI 13 MCCneayeMblX CbIBOPOTOK MaLy-
EHTOB C W30/IMPOBaHHLIM aYTOMMMYHHbIM renartu-
TOM He OOHapy>XeHO MMMYHO/IOMMYECKON peaKTUBHO-
CTV K unToxpomam P-450 1A2 n P-450 2A6 [20]. Ta-
KUM 06pa3oM, BbICKa3aHO MPeAMonNoXeHne, 410 Lu-
TOoXpoMmbl P-450 1A2 n P-450 2A6 moryT 6biTb crie-
LIMGUYECKUMY MEYEHOUHbIMY Mapkepamn AlC-1.

HefaBHO B 2 CembfX OMNWCaH HOBbIA CUHAPOM
[21], XxapakTepusyloWmMics COYETaHMEM C/UZUCTO-
KOXHOr0 KaHAugosa ¥ MNepBUYHOrO TUMnoTMpeosa,
KOTOpbIV B 0T/iMume oT AlNC-1 nepefaetcs no ayTo-
COMHO-A0OMUHAHTHOMY TWMNYy HacnefoBaHus. Y 60/b-
HbIX, CTPaZatoLmMX AaHHbIM CUHAPOMOM, He O6Hapy-
YXEHO aHTUTeNl K TUPEOUAHbIM aHTureHam. atoreHes
rmnoTMpeosa B [JaHHOM C/lydae HesiceH. B pamkax
[OAHHOTO CUHAPOMA He BbIFBMIEHO APYTUX 3HLOKPU-
HomaTuiA. Tpu panbHeiwem HabngeHun o0Hapy-
YXEH HUW3KUIA YpOBEHb (heppUTUHA B CbIBOPOTKAX KPO-
BU Y 6 13 7 BOMbHBIX, YTO, BO3MOXHO, CBS3aHO C Ha-
pyLUEeHNEM KuLleyHon abcopbummn. C Uenblo CBOe-
BPEMEHHOIO BbISIBMIEHNA [AHHOIO0 CUHAPOMa, He-
CMOTPA Ha OTHOCWUTE/IbHYH PeAKOCTb TWpeonaTuil
npu AlMC-1, HeobXoAMMO AWNTENbHOE PerynsapHoe
HabntofeHne 3a (PYHKUMEN LMTOBUAHON Xenesbl Y
BCeX 60/IbHbIX CO C/IM3UCTO-KOXHbIM KaHAWL030M.

3HaHVe 3aKoHOMepHocTel passuTua AINC nmveet
00/bLLIOE NPAKTUYECKOe 3HauyeHue, MOCKO/bKY Mo-



3BOJISIET Lie/IeHanpaBneHHo NpoBOAUTL 06CnefoBa-
HUe NnL, WMetoWmx 3abosneBaHue, KOTOPOe MOXET
6bITb YacTbio AMNC. Beex 60/bHbIX ¢ 1-XHH Heobxo-
OMMO Mepuogmnyeck o6cneposatb Ha NpeaMeT pas-
BUTMA Y HUX AVT n/unv nepeBMYHOro rmnoTmpeosa.
Hy)XXHO TaKxe perynspHo MpoBOAWTL 06C/ef0BaHue
[eTeld, CTpajaloLmx W30/IMPOBaHHBLIM MAMONaTuYe-
CKUM TUMornapaTvpeo3oM, OCOOGEHHO B COYETaHWUU C
KaHAMA030M, C LE/Ibi0 CBOEBPEMEHHOMO BbIAB/IEHS
HaZlMOYeYHNKOBOM HepocTaTtoyHocTU. Kpome Toro,
POACTBEHHMKaM 60/bHbIX ¢ AlMC-2, a Takke 6paTb-
fM 1 cecTpaMm 60/nbHbIX ¢ AlNC-1, HeobXxoAMMO pa3 B
HECKO/bKO JIET NPOXOANTb OCMOTPbI Y 3HAOKPUHOJ/IO-
ra, a npu Heo6XoAMMOCTM OnpeaensTb YpoBHU TTTI,
aHTWUTeN K TMPEeornobyInHy 1 nepokcuiase TMpeoum-
TOB, YPOBEHb MMMKEMUN HATOLLAK, WOHM3MPOBAHHOIO
Ka/ibLys, 3KCKpeumn CBOOOAHOr0 KOpTM3ona C MO-
4oli, NIa3MeHHOro ypoBHA BuUTamuHa B12. MpuHumW-

nbl gmuarHoctnkyn AlC COOTBETCTBYHOT TaKOBbIM [/
OTA€/bHbIX COCTABALLMX UX 3a00N1eBaHWA.

NeyeHne ATC 3aknto4yaetcsi B 3aMeCTUTE/IbHOWA
TepanMn HefoCTaTOYHOCTU MOPAXKEHHBIX 3HOOKPUWH-
HbIX xenes. Crnefyet MMeTb B BULY, YTO NPU COYeTa-
HUKM runotupeosa n 1-XHH peskoe ysennueHune ao-
3bl L-TMPOKCMHA MOXeT CrpoBOLMPOBaTL AEKOMIEH-
cauuio nocnegHeil. Ha npakTvke 4acTo MpUXOAMTCA
OCTaHaB/MBaTLCA Ha [03aX, He [OCTUraroLmux mMos-
HOW 3amecTUTeNbHOW. [MpoBOAA 3aMECTUTENbHYIO Te-
panuio npy coyetaHUu runonapatmpeosa n 1-XHH,
CNnefyeT VIMeTb B BUAY, YTO B HOPME KOPTU30/1 U BU-
TaMMH D 0KasbiBalOT MNPAMO  MPOTMBOMOIOXKHOE
BAMSIHME Ha KuLeYHyt abcopbumio kanbums. Ta-
KuM 06pasom, Npu AeduunTe KOpPTM30/Ma MMeeTCs
MOBbLILIEHHbIA PUCK  TEpefo3npoBKN  npenaparamu
BuTamvHa D. C apyroii CTOPOHbI, HasHaveHue 60/1b-
LUMX 403 KOPTUKOCTEPOUZOB AaXe MpW LEKOMMEHCa-
umm 1-XHH, coueTarouleiica ¢ runonapaTMpeosom,
MOXET CMPOBOLMPOBATL BbIPWKEHHYKO TUMOKa/bLMe-
MU0. OfHaKO 3TV MOMOXEHNUS HOCAT TEOPEeTUYECKUI
xapakTep. OCO6EHHOCTW COYeTaHHOW 3aMeCTUTe/bHOW
Tepanun HeAoCTaTOYHOCTU  HECKONbKUX 3HLAOKPUH-
HbIX enie3 TPebyoT fasibHelLel pa3paboTKu.
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BnnsHne KypeHUs Ha ypoBeHb flenTuUHa Y 60/1bHbIX
caxapHbim guabetom Il Tvna

(Yoshinari M., Wakisaka M., Fujishima M. Serum
Leptin Levels in Smokers With Type 2 Diabetes //
Diabet. Care. — 1998. — Vol. 21, N 4. — P. 516)

Hepefko nocne npekpalleHusi KypeHus HabniopaeTcs npubas-
Ka Maccbl Tena. ViccnegoBaTenu MNpesAnpuHSAAN MOMbITKY BbISACHUTD,
He CBSI3aHO N 3TO C WU3MEHEHWSIMU YPOBHS NlenTuHa. CoaepXkaHue
3TOr0 rOPMOHA U3MEPSNN Y KYPSALUMX U HEKYPALLUX GOMbHBIX MHCY-
JIMHHE3aBUCUMbIM CaxapHbIM AnabeToM. Takke W3Mepsiv YpOBeHb
NenTUHA y 300POBLIX NtoAel [0 1 Mocne NPeKpalieHnst KypeHus
3HauuUTeNbHbIX Pa3NUYMA B YPOBHE NENTUHA He BbisiBNEHO. Vccne-
[oBateny 06paTUAM BHMMAaHME Ha MONOXUTENbHYIO KOPPEeNnsLuio
MEX[y COAep>XaHVeM NenTVHA W YPOBHEM WHCYNMHA U WHAEKCOM
maccbl Tena. [locne npekpalieHns KypeHWst ypoBeHb NENTUHA He
n3MeHunca. TakuM 06pa3oM, KypeHue He BNMSIET Ha YpOBEHb Jien-
TUHa. BeposiTHO, NpekpalleHne KypeHWsi BO3AEWCTBYET Ha OCHOB-
HOIN 06MeH nocpeacTBOM ApYrux (DakTopoB.

Copyright © 1998 American Diabetes Association

BBegeHve MHCYNNHa nocne efibl — AONYCTUMO N aT0?
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Postprandial Insulin Lispro — A new therapeutic
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Moctynuna 28.05.98

CTBEHHO Mepef NMpYemMom nuin. MpoBeAeHO paHAO0MU3NPOBaHHOE
ncenefioBaHve Ans onpefeneHns BO3MOXHOCTW BBEAEHWsI Mocne
eflbl MHCynMHa JIM3lMpo — WHCY/NMHOBOrO aHasnora YynbTPakopoT-
Koro genicteus. OfHOW rpynne 00MbHbIX BBOAUAN OObIUYHBIA UHCY-
JIMH KOPOTKOrO [ENCTBUS 3a OMpeAeneHHble WHTEPBabl BPEMEHM
[10 efibl, Apyroii — MHcynuH JInalpo 3a 20 MUH WMAX Henocpe.acT-
BEHHO nepes eaoi, unn yepes 20 MUH OT Hayana npuema MuLLK.
OUEHMBaNN BbIPAXKEHHOCTb W ANUTENbHOCTb MOBLILIEHWS YPOBHSI
I/I0KO3bl MOCNE eflbl, a TAKXKe YacTOTy FMNOrIMKeMUiA. Pe3ynbTaThl
NpoBefleHHOro 1CCeloBaHNs MOKasanun, 4To BBEAEHME WHCYNUHA
Nn3lpo 3a 20 MUH U HEMocpeACTBEHHO MNepes €0 OKasblBaeT
Hambonee CUbHOE caxaproHWKatollee AelicTBMe. BBeagHUEe MHCY-
/IMHA YNbTPaKOPOTKOrO AeCTBUA MOc/e efpl He YyXyALIWIo MoKa-
3aTeneil rAvkemMun. PaHHME TUMOrMKEMUW Habnoganncs npu
BBEJIEHUMN WHCY/IMHA KOPOTKOro Aaelicteust 3a 40 mMuH 1 Jluslpo
3a 20 MUH [0 efibl. Takum 06pa3oM, BBeAEHWE MHCYNMHaA Jn3lpo
cpa3y nocne efpl 06ecrneynBaeT YAOBNETBOPUTENbHbIA KOHTPO/b
rMKeMUN. BO3MOXHO, WHBEKLMN WHCYNMHA YNbTPAKOPOTKOro
[enCcTBUA nocne eAbl — 3TO HOBbIA, AOCTAaTOYHO OOGOCHOBAHHbINA
noaxof K NeYeHnto caxapHoro ava6eta | Tuna.
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Bonee BbicOKasi StbQ)GKTI/IBHOCTb cMmMBacTaTuUHa no
CPpaBHeHUIO C remrMbpPO3UIOM MPU JIeYeHNN
rMnNepxonecTepuHEMmnN N rmnepannnageMmn 'y 60/1bHbIX
MHCYJIMHHE3aBNCMbIM CaXapHbIM ,qma6ETOM

(Laakso M., MTonen M., Helve E. et al. //
Treatment of Hypercholesterolemia and Combined
Hyperlipidemia With Simvastatin and Gemfibrozil in
Patients With NIDDM 11 Diabet. Care. — 1998. —
Vol. 21, N 4. — P. 477)

[ns cpaBHEHWs| NUMNMUACHVXKAIOLLEro [eliCTBUA CUMBAacTaTUHa
1 remguoposvna y 60MbHbIX WMHCYNMHHE3aBUCKMbIM CaXapHbIM
anabetom (MHCA) ¢ coyeTaHHOW runepavnuaemunein u ¢ 1M3onu-



