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AOUWATHOCTUKA U NIEMEHUE AYTOUMMYHHOI'O NMNONMUIrMAHAYNAPHOIO

CUHOPOMA Y B3POCIIbIX

A. A. JIapuna, O. C. Illlanosanvany, H. B. Masypuna, E. A. Tpowuna

OI'Y DHIOKPUHOIOTUYECKUN HAYIHBIN IIeHTp Mun3apaBcoupassutus Poccumn, Mocksa

Aymoummynnvie noaueranoyisphole cunopomol (AIIC) senssiomesi 00601bHO pedKoli namonocuei U npeocmasisiiom cooou
aymoummynnoe nopajicenue 08yx u 6onee IHOOKPUHHBIX Jicene3, XapaKmepusyiouuecs noIuopeaHHoll HedoCmamouHOCMyIo.
Aymoummynnsie nonuenanoyisipHvle CUHOPOMbl NPeOCMasielbl OOTLUUM CNEKMPOM AYMOUMMYHHBIX 3a001e6anull U noopas-
oensaromes na AIIC 1-eo0 muna, 6onee pedkuii mun, ecmpeyaiowuticsi 6 demckom gospacme, u AIIC 2-20 muna, exniouaiowuii 8
cebs Haonoueunukogyio Heoocmamounocmo, AIIC 3-20 muna Oe3 nee.

Manugpecmayus AIIC 1-20 muna npoucxooum 6 demckom 6o3pacme, moeoa kak passumue AIIC 2-eo0 muna npuxooumcs
Ha mpemve u uemsepmoe decamunemue dcusnu. AIIC 3-eo muna npedcmasasiem coboil covemanue aymoumMmyHHbIX 3d-
Oonesanull SHOOKPUHHBIX Jicelie3, PA36UBaIoweecs y 63pOCIblX U XapaKmepu3zyioweecs Omcymcemeuem HapyuieHus QyHk-
yuu Kopvl Haonoveunuxos. B kaunuuecxoil kapmune AIIC 2-20 u 3-20 munog omcymcmeyom pasiudus 3a UCKAIOYeHU-
eM HAIuYus 6 NepeoM cayuae Haonoyeunuxosou nedocmamounocmu. AIIC 4-2o0 muna sensemcs peokum CuHOPOMOM,
XapaxmepusylouumMcst XpOHU4ecKoi nepeuyHol HAONOYeYHUKOBOU HeOOCMAmMOYHOCMbIO @ COYemaHnuu ¢ 0OHOU Ulu He-
CKONLKUMU 8MOPOCMENEHHLIMU AYMOUMMYHHLIMU NAMOTOSUAMU, UCKAIOUAs 0cHogHble cocmagasiowue AIIC 1-20 u 2-20
munos. Yawe manugpecmayua AIIC 63pocnvix npoucxooum c pazeumus 00H020 U3 OCHOSGHBIX KOMHOHEHMO8 CUHOPOMA
(XxpoHnuueckas HadnoueuHUKo8aAs HedoOCmamounocms, bonesns I peiigca, caxapuviii ouabem 1-20 muna). B peoxux ciyuasnx
pazeumue 3a001e8aHUL HAYUHACHICA ¢ U3OTUPOBAHHO20 NOAGNEHUS GMOPOCMENEHHBIX NPUSHAKOS (SUMUNUSO, ANONeYUs).
B oannoii nyoruxayuu onuceigaemces kaunuveckuii cayuail nayuenma c AIIC 3-eo muna, xapaxmepu3syowutics maHuge-
cmayueil ¢ GUMUIUSO 8 PAHHEM 603pacnie, U NOCIeOVIOWUM PA36UmuemM caxapuoeo ouabema 1-eo muna u 6oneznu I peiig-
ca. IToMumo 2moeo y nayuenma ModicHo npednoioiCums aymoumMmyHHyI0 npupooy 8 paszgumuu nepeutno2o 6ecnioous
u npoepeccupyiowem meyenuu ouabemuueckol Hegpponamuu. Taxum odpazom, npu HAIUYUU Y NAYUEHINOE 00HO20 aY-
MOUMMYHHO20 3A0071e6aHUs HEODXOOUMO NPOBedeHUe KOMNIEKCHO20 00C1e008an s 0 UCKAIOUEeHUs OPY2UX NPOsEIeHUll
AYMOUMMYHHBIX NOAUSTAHOYIAPHBIX CUHOPOMOS.

Knmouesvie cnoga: aymoumMmynHvle ROIUSAAHOVIAPHLIE CUHOPOMbL B3POCIbIX, AVIMOUMMYHHbIU NONUSLIAHOYAAPHBIL

CcuHOpom 3-20 muna, caxapuwiil ouabem 1-2o muna, 6onesus I petisca, eumunueo

DIAGNOSTICS AND TREATMENT OF POLYGLANDULAR SYNDROME OF ADULTS

A.A. Larina, O.S. Shapoval’yants, N.V. Mazurina, E.A. Troshina
Endocrinological Research Centre

Autoimmune polyendocrine syndromes (APS) are rare endocrinopathies characterized by the coexistence of at least two
glandular autoimmune diseases. APS comprise a wide spectrum of autoimmune disorders and are divided into a very rare
Jjuvenile (APS type 1) and a more common adult type with (APS 2) or without adrenal failure (APS 3). The first clinical
manifestations of APS 1 usually occur in childhood whereas APS 2 mostly occurs during the third and fourth decades of life.
The third type has been described in adults that, contrary to types 1 and 2, does not involve the adrenal cortex. No clinical
differences between types 2 and 3 have been described except the absence of adrenal failure. Type 4 APS is a rare syndrome
characterized by the combination of autoimmune conditions not falling into the above categories. It consists of adrenal
failure with one or more minor autoimmune disorders barring major components of type 1 and 2 APS. Usually, autoimmune
polyendocrine syndrome of adults manifests itself as one of the major autoimmune diseases (such as adrenal failure, Grave's
disease, or type 1 diabetes) and minor autoimmune disorders (vitiligo, alopecia) preceding the development of autoimmune
deficiency of major endocrine glands. This article describes a patient with type 3 APS, who developed type 1 diabetes,
Grave's disease and vitiligo. The development of the syndrome started from vitiligo in the chidhood. Moreover, the patient
suffered primary sterility and presented with progressive diabetic nephropathy of autoimmune origin. It is concluded that
patients with a single autoimmune component of polyendocrine syndrome should be screened to exclude other autoimmune
endocrine disorders.

Key words: autoimmune polyglandular syndrome of adults, APS 3, type 1 diabetes mellitus, Graves’disease, vitiligo

AytomMMmyHHBIe TIOHATIaHAysIpHbIe cHHAPOMEI (AIIC) sB-
JISTFOTCSI JIOBOJIBHO PEJIKOW MATOJOTMEH W MPEACTABISIOT COO0M
AyTOMMMYHHOE MOPaKEHHE HECKOJIIBKUX YHIOKPUHHBIX JKeJe3,
XapaKTepU3yOLIUecs] MOIHOPraHHOM HemocrarouHocThio. Co-
macHo Poccuiickoit knaccudpuxanuy, Beiaesstor 2 tuna AlIC:
1-iim 2-1 [1].

ATIC 1-ro Tuna npejcrasiseT coboit MOHOTeHHOE 3a00J1eBa-
HHE C ayTOCOMHO- PELIECCUBHBIM THUIIOM HAaCJIEOBaHUs, MaHHpe-
CTHUpYIOLIee B AETCKOM BO3PACTE M XapaKTepU3yIolleecs Hallu-
YUeM KJIMHUYECKOH TpHaJbl: XPOHUUECKOIO KAHAUA03a KOKU U

CIIM3HUCTBIX 000JI0YEK, TUTIONapaTHPe03a U XPOHUUECKOW HaIIIo-
YEYHHMKOBOH HEI0CTaTOUYHOCTH.

AIIC 2-ro Tuma sBusieTcs: MHOTO(AKTOPHBIM 3a00JI€BaHIEM
C HACJIEJICTBEHHOW TPEPaCIIOIOKEHHOCTBIO (aCCOIMAIHs C IKC-
npeccueii renoB HLA I — DR3/DR4, CTLA-4, manudectupyer
qaire B Bo3pacte 30—40 et ¢ mpeoOnajgaHueM >KEHCKOTO ToIa
(3—4:1). Orot cunapom xapakrepusyercs HammureM B 100% cory-
YaeB XPOHWYECKOM MEPBUYHON HAIIMOYEUYHHKOBOM HEIOCTaTOY-
HOCTH B COYETAHUH C Ay TOUMMYHHbBIM ITOPAYKCHUEM IIIUTOBHIHOM
JKeJe3bl (XpPOHUYECKUIl ayTOMMMYHHBIH TUPEOUIUT WK OOJIE3Hb
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I'peiica) — cunapom LIMunara; n/mwim B COYETaHUH C CaxapHBIM
nuaderom (CI) 1-ro Tuna — curapom Kaprienrepa. J{pyriumu 60-
Jee peIKUMH KOMIOHEHTAaMHU 3TOTO CHHIAPOMA SIBJISAIOTCS THIEp-
FOHaﬂOTpOHHbII\/’l THUIIOTOHAJIU3M, BUTUJIMIO, aJIONCHMs, LCIIUaKus,
MHACTEHUsI, cTeaTopesi, IepHUIIMo3Has aHeMust [1].

Bwmecre ¢ TeM B KIIMHMYECKOI MPAKTHKE YaCTO BCTPEUAIOTCS
Clly4au, Korja y OOJIBHBIX B 3pEJIOM BO3pacTe HMEETCs COueTaHHe
HECKOJBKHX ayTOMMMYHHBIX 3a00JIeBaHHI TIPH OTCYTCTBHH XPO-
HUYECKOM HaJIMOYEYHUKOBOW HenoctarouHocTu. B Poccuiickoii
KJIacCU(UKALUK TaKOe COYeTaHHEe ayTOMMMYHHBIX 3a00JIeBaHUM
He BKJtoueHo B noHstue AIIC.

B 3apy0exHoit kiaccudukarmy BeensioT eme 2-ro tura AIIC,
MaHH(PECTUPYIONIMX BO B3POCIOM Bo3pacte: 3-if U 4-i, oTMyaro-
mmxcst or AIIC 2-ro Tvna Jmib 110 KJIMHAYECKONH CUMITTOMATHKE.

Brniepsbie ykazannas kinaccudukarust AIIC Oblna npeacras-
neHa Neufeld u Blizzard B 1980 r.; B Heli HA OCHOBaHHH KJIH-
HUYECKUX JaHHbIX Bbiaessin 4 tuna AIIC. MoaudunupoBaHHas
ntanbsiackumu yaenbiMu C. Betterle u R. Zenchette [2] B 2001 .
KIaccH(UKaLus UCTIONB3YETCsI [0 HACTOSIIEE BpeMsl.

ATIC 3-ro THMa npeacTapisieT cCo00i CHHIPOM, TIPH KOTOPOM
pa3BHBaeTCsl ayTOMMMYHHOE IOPaKEHUE IUTOBUIHON JKEIe3bl
(XpOHHUYECKMH AyTOMMMYHHBIH THUpeonanT/Inddy3HbI TOK-
CUYECKHH 300/9HJOKpUHHAS OQTaIbMONATHS/UANOIATHYECKAS
MHKCEJIEeMa) B COYETAaHUH C OJHUM HWJIM HECKOJIbKUMH ayTOUM-
MYHHBIMHA 3a00JIeBaHHSAMHE, UCKITIOYast HapylIeHHe QYHKINU KO-
PBI HAIMOYEYHHUKOB M TUIIOIIAPaTHPEO3.

CornacHo opuruHanpHOM — kinaccuukanmu  Neufeld wu
Blizzard (1980), nomonnenHoi Betterle u coaBt. [2], BBIACISIOT
ayTOUMMYHHOE 3a00JIeBaHNE IUTOBUIHOM JKeJIe3bl B COUCTAHUU:

e ¢ CJ 1-ro tuna (tun 3a);

® C aTpo(UIECKUM IacTPUTOM, IEPHUIIHO3HON aHEMHEH, Tie-
JMaKuel, epBUYHBIM OWIIMAPHBIM LIUPPO30M, ayTOMMMYHHBIM
reratutom (turn 3b);

® C BUTHJINTO, ayionenuei (tum 3c);

® C CHUCTEMHOHM KpacHOH BOJNYaHKOM M APYIMMH BAaCKyJIHUTa-
MH, aHTU(GOCHOIMIHAHBIM cHHApOMOM (Th 3d).

Hakonen, ATIC 4-ro tuma BKJIHOYAET B ce0sl HATHMYUE XPO-
HUYECKOW IEePBUYHON HaINOYEYHHUKOBOW HEAOCTAaTOYHOCTU B
COYCTAHUHM C OJHUM HJIM HECKOJIBKMMH BTOPOCTETIEHHBIMH ayTO-
MMMYHHBIMHU 3a00JI€BaHUSIMU (TUIIOTOHATIM3MOM, aTpO(QUUECKUM
TracTPUTOM, LIEIMAKHEH, MEPHUIIMO3HON aHeMHeH, MUaCcTEeHUEH,
aJonennel, BUTWINIO), UCKIIOYas OCHOBHBIE COCTaBIISIOLINE
AIIC 1-ro u 2-ro TMHOB (KaH/I¥/103, THIONAPATHPEO3, ayTOUM-
MYHHBIC 3200JICBaHUs IUTOBUIHOM kene3bl, CI[ 1-ro tuma) [2].

boneuoi#t C. 29 ner, oOCinea0BaH B OT/ECICHUE TEPAIUH C
rpymmnoit oxxupenus OI'Y DHII o nosoxy xajnod Ha HOTIMBOCTS,
OILyIIIEHUE JPOKH BO BCEM TeNE, CepALeOHEHHE, OOIILYIO ClIab0CTb.

W3 anamHe3a U3BECTHO O HAJIMYMM XPOHUYECKUX 3a0oeBa-
HUI: MOYEKaMEeHHOH OOJIe3HH, XPOHHYECKOro muenoHedpwura,
JKEITYHO-KaMEeHHOM Oosie3Hu. HacnencTBeHHOCTh 10 3HAOKPHH-
HBIM 3200JIeBaHHSM HE OTATOLICHA.

3aboneBanre MaHU(ECTUPOBAIO B Bo3pacte 12 jieT ¢ BO3-
HUKHOBEHHSI BUTWJIUTO. BOJBHOW OTMETHI TOSIBJICHUE Y4acTKOB
JIEIUTMEHTALIUY B TIaXOBOW 00JACTH. YXY/ILICHUE TECYECHUs] BUTHU-
JMTO OTMe4YeHO Ha (hoHe cTpecca B Bo3pacTe 23 JeT, Korja Ipo-
M30LUIO0 PACIIPOCTPAHEHUE YYACTKOB JEMHUTMEHTAIMU MO BCEMY
Teny (Tocie 0XKOTroB, IOPE30B U TPaBM Ha Ilee, JIUIE, TYJIOBHIIE
U KOHEYHOCTsIX). B Bo3pacte 22 jieT IMarHOCTUPOBAH CaxapHbIH
nuader 1-ro Tuma, KOTopblii MaHU(ECTHPOBAIl TUITMYHOW KIIMHU-
YeCKOW KapTUHOH (B TeYeHHE MpEIIIEeCTBYIOUIMX 3 MeC OTMeya-
JIMCh YMEHBILICHUE MaCChI Tela, TIOJIHYPHSI, IONUIUIICHS, Pa3BUTHE
keroarnosa). Mccnemosanme ayroanturen k ICA, IAA, GAD ne
npoBoruid. [Ipu ycTaHOBICHHH KIMHUYECKOTO TMArHo3a Ha3HA-
YCHa HWHCYIMHOTCpaNus 4YCJIOBECUCCKUMH T'CHHO-UHKXCHCPHBIMU
uHcynuHamu, ¢ 2006 1. GONBHON NepeBeieH Ha aHaJIOTH UHCYIHU-
Ha. Ha MoMeHT noctyruieHus noiay4an Hosopanun no 8—10 EJT
nepe; OCHOBHBIMH IIpreMaMH TrI, Jieemup 1o 10 EJ yrpom u
BeuepoM; Ha (hOHE Tepariy OTMeyallach KOMIICH CAlus 3a00JieBa-
HUS. YPOBEHb INIMKHPOBAHHOTO FeMOINIOONHA cocTaBui 5,7%.

C 2006 r. y 6071bHOTO MOSBUIIUCH 5KaJI00BI HA cepauedueHue,
BBIPAXKEHHYIO IOTIUBOCTb, OIIYLIEHUE APOXKH BO BCEM TEIIE.
B 2007 r. mpu o6palieHuy 3a MEIULUHCKON IOMOIIBIO 110 MECTY
JKUTEITLCTBA TUArHOCTUPOBaH AU Qy3HBINA TOKCHIECKHUHT 300, Ha-

3Ha4YeHa THPEOCTAaTHIECKasl TepaIus: THPO30I B 103e 30 Mr/cyT ¢
MIOCTETICHHBIM CHIDKEHHEM /10361 B TeUEeHHE rofa 10 5 mr/cyT. [a-
Jiee B TedeHue 3 JieT OONbHOM MPUHUMAJ THPO30J B 03¢ 5S—10
MT C TIEpHOJYECKOM caMOoCTOSTeIbHON OTMEHO Ipemnapara, Ha
(hoHe Yyero CTOMKON peMUCCUH HE OTMEYAIOCh.

IMpu noctymnenuu B ®I'Y DHII 00bEKTUBHO IIPU OCMOTpPE
o0IIee COCTOSHHE YHIOBIETBOPHTENbHOE. MHIEKC Macchl Teia
21,8 kr/mM%. Y4acTKH JEMUTMEHTAIMK Ha IIIee, JIHIE, TYTOBHIIE
1 KOHEYHOCTSIX. OBOJIOCCHNUE IO MY)KCKOMY THITY. ApTepHaIbHOE
napnenue 100/65 MM pT. CT., 4acTOTa CEPACUHBIX COKpALCHUH
90 B muHyTy. [I{uTOBHIHAS Kene3a YBEIUYEHA, IJIOTHOAJIACTH-
YECKOM KOHCUCTEHIIMH, cMelaemMa, 0e3001e3HeHHa.

ITpu o6cteoBaHmH, TT0 JAHHBIM JTa00PATOPHBIX UCCIIEIOBAHHH,
BBISIBJICHA JICKOMIICHCAIIUST THPEOTOKCUKO3a: YPOBEHb THPEOTPOII-
Horo ropmona (TTT) 0,002 (0,23—3,4) mcME/mi1, cBoOOHOTO TH-
pokcuna 17,4 (10,0—23,2) nmonb/i1, CBOOOAHOTO TPHHOATUPOHUHA
5,8 (2,5—5,5) nMonb/n, B CBSA3M € 4eM 1033 THPO30Jia yBEJIMYeHa C
10 1o 30 mr/cyr. ITo TaHHBIM YIIBTPA3BYKOBOIO UCCIIEIOBAHUS LIU-
TOBHIHOM Kele3bl, 00beM JKene3bl 49,5 M, y3JI0B HEeT, HMEIOTCSI
sxorpaduyeckie NpU3HAKH ay TOMMMYHOTO ITOPayKEHHSL.

C y4eToM peryANBUPYIOIIETO XapakTepa 3a00yieBaHus, M-
TENBHOCTH MPUEMa TUPEOCTATHKOB (3 roa) U 0eCrepCreKTHBHOCTH
JlanbHEeHIIeN KOHCEPBAaTUBHON Tepariy O0IbHOMY IIOKa3aHO OIlepa-
THBHOE JieueHue. B xupyprudeckom oraenenuu OI'Y DHIL Bbinon-
HeHa dkctpadacimanbHas TapeonidkToMust. [10no0HbI 00beM orre-
PAaIMK UCKITFOYAET JTI00YIO BO3MOKHOCTB PELIHINBA THPEOTOKCHKO3a.
ITpu npoBeneHny oneparyy B MEHbIIEM 00beMe NMEETCs BBICOKUH
PUCK COXpaHEHHs THPEOTOKCUKO3a WM OTHAJIEHHOTO €r0 PELU/IHBA.

B 1-e cyTku mocie onepanyy Ha3HaueHa 3aMeCTUTENIbHAs Tepa-
TIHst IGBOTHPOKCHHOM — YTHPOKC 125 MKT/CyT (M3 pacyera 1,6 MKr
Ha | KT Macchl Teja), 9T0 COOTBETCTBYET MOJHOM 3aMeCTUTEIbHON
no3e. OMHOMOMEHTHOE Ha3HAYEHHE THPEOHIHBIX TOPMOHOB B YKa-
3aHHOM 103€ OOYCIIOBIICHO JTUTENBHO MPEIIIECTBYIOMUM THPEO-
TOKCHKO30M U aJalTHPOBAHHOCTHIO CEPACIHO-COCYNHUCTON cucTe-
MBI K BBICOKOMY YPOBHIO TUPEOHIHBIX TOPMOHOB.

Taxoke B CBSI3U C Pa3BUTHEM IOCIIEONEPAIIMOHHOTO TUIIONA-
parupeosa (CHWKeHHe ypoBHs obmiero kampiust — 1,89 (2,15—
2,55) mmonb/n, woHm3upoBaHHoro kameis — 0,93 (1,03—
1,29) mmonb/it; cumnToMbl XBOCTeKa, Tpycco OTpHUIATENILHBIC)
HasHa4Y€Ha Tepanus npernaparaMu KaJbldgd U aKTUBHBIMH METa-
Gonuramu Butamuna D (kanbuumii-D, Hukomen no 1 tabnerke 3
pa3a B cyTku; dtaibda no 0,75 MKr 2 pasza B CyTKH). YUHUTBIBasI
BO3MOYKHBIN TPAH3UTOPHBIN XapaKkTep TUIIOKATbIUEMUH, B allb-
HEWIIeM MalueHTy PEKOMEH/IOBAIIN TTIOCTEIIEHHOE CHIDKEHHE J10-
35l TIPETapaToB Kanblys U BUTaMUHA D 1o KOHTpOneM ypoBHS
00I1er0 ¥ HOHU3UPOBAHHOTO KaJIbLIU.

ITpu o6cnenoBanuy ¢ LEIbIO ONPENEICHUs] HaIU4US U BbI-
pakeHHocTH ocnoxkHeHuii CJ] BoisiBieHa nquabernyeckas Hedpo-
maTusi Ha cTafguu nporenHypun (Oenmok B cyrouHou moue 0,20
(0,03—0,14) r/cyr. CxopocTh KIyOOUYKOBOH (ruibTpanuu (1o
MDRD) 110 ma/mun Ha 1,73 M2 TIpu ocMoTpe odTanisMoIorom
BBISIBIICHA HENIpoiu(epaTuBHas CTaaus AUaO0CTHUECKOH peTHHO-
[aTuM 000MX Ivia3.

YuursiBas HeOOIbIIYIO TUTENBHOCTS (7 11eT) C/1, TiarenbHbIi
KOHTPOITb ypoBHs Tiukemud (HbA . 5,7%), oTcyTcTBHE apTepHaib-
HOH THUIIEPTOHUH, HECOOTBETCTBHE CTETICHH ITIOPKEHHS I71a3 U CTe-
TICHU MOPAKEHUS TIOYEK (HerponnQepaTuBHas PETUHONATHSI 000HX
a3 U BbIpa>KCHHasA l'lpOTeI/lHypl/lH), MOXHO TIPCAIOJIOKUTD HaJIU-
Yre ayTOMMMYHHOTO KOMITIOHEHTA B ITOPAKEHUH TTOYEK.

ITo mecty >xutenbcTBa y OOJBHOIO TaKKe JUArHOCTHPOBAH
XPOHUYECKUH ayTOMMMYHHBIN TeaTut, ipu obcienoBannu B OI'Y
OHIL mocToOBepHBIX TaHHBIX, TIOATBEPIKIAIOIINX 3TO, HE TIOTyYEeHO.

C yderoM HadW4yusi MHOKECTBEHHOH ayTOMMMYHHOW Ta-
TOJIOTUM HPOBEIEHO JIONOJHHUTEIBFHOE OOCIIEIOBAaHUE C IEIIbIO
onpeneneHus Haauuust apyrux komnoneHtoB AIIC. s ouen-
KM (YHKUUM KOpBl HAJIOYEYHUKOB HCCIIEAOBAaHA HKCKpPEIHs
CBOOOTHOTO KOPTH30Ja B CYTOYHOW MOYE; MPU STOM CHIDKEHHS
YPOBHS KOPTH30J1a HE BBIABICHO. [Ipn 00CIenoBaHUM C EbIO
OTIpEACIICHNS HAJUYHNS [EINaKUH MAapKephl LIeINaKUX (aHTHUTENa
K NIMAJMHY ¥ TKAHEBOH TpaHCIIyTaMHHa3€e) He 0OHApY)KEHBI.

ITpoBeneHO MOJEKYIISIPHO-TEHETUUECKOE UCCIIETIOBAHUE, BbLIB-
nenbl ramtotriiel HLA TI-DRB1*01; DRB1*0404; DQA1*0101;
DQA1*0301; DQB1*0501; DQB1*0302. IIpucyrcTBue rarioTu-
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noB DQA1*0301; DQB1*0302 u B ocobennoctit DRB1*0404 si-
JISIETCST IPEITUKTOPOM Pa3BUTHS Ay TOMMMYHHON XPOHHYECKON Hal-
TMOYEYHUKOBON HEZ0CTATOYHOCTH He3aBUCHMO OT Haymuwst CJI 1-ro
THIa. B cBsi3M ¢ 5THM GOIBHOMY PEKOMEHIOBAHO €KETOIHOE UCCIe-
JIOBaHUE YPOBHS CBOOOJHOIO KOPTU30J1a B CYTOUHOM Moue [3—5].

ITpu ob6cnenoanuu 6onbHOro B 2009—2010 rr. mo nosoxy
Oecrutoauns B CriepMOTpaMMax BBISIBICHA aCTEHOTEPATO300CIep-
must. [Ipu o6cnenosanunu B ®I'Y DHII BhIsBICH YPOBEHD TECTO-
crepoHa 23,6 (11—33,5) HMo1b/11, (POIUTUKYIIOCTUMYITHUPYIOIIETO
ropmoHa 3,6 (1,6—9,7) EJl/n, nrorenHU3MUpYOIIEro ropmMmoxa 5,7
(2,5—11) El/n. KoHCynbTUPOBaH YpOJIOTOM-aHAPOIOIOM, KO-
TOPBIA BBUIY OTCYTCTBHSI BO3MOXKHOCTU HMCKITIOUHTH Pa3BUTHE
B JalibHEHIIeM MEepBHYHOTO TUIEPTrOHAJOTPOIHOTO THIOTOHA-
nm3Ma B pamkax AIIC pekoMeH0Ba HCTIOB30BaHUE BCTIOMOTa-
TEJIBHBIX PETTPOLYKTHBHBIX TEXHOIOTHH.

Takum 00pa3zoMm, ¢ y4eTOM OTCYTCTBHS XPOHHYECKOH Hal-
[IOYEYHUKOBON HEJOCTATOUHOCTU C(HOPMYJIUPOBAH CIIEAYIOLIMIH
xkiuHrYeckuid quarHos: AIIC 3-ro tuma; cocrosHue 1mocie Tu-
PEOHIIKTOMHH IO TIOBOAY OoJe3Hu [peiiBca; mepBUYHBII THITO-
TUPEO3; MEANKAMEHTO3HAsI KOMITCHCAIIHST; ITOCIICOTEePAIHOHHBII
runonaparupeos; CJ{ 1-ro Tuma, TSHKENIOro Te4eHus, KOMIeHCa-
us; quabetudeckast HenponaudepaTuBHas peTHHONATUSI 000uX
m1a3; nuabetnyeckast Heponarus Ha CTaAUN NPOTEHHYPUH; BU-
TUJINTO; IEPBUYHOE OECIUIONe; MOYeKaMeHHas 00J1e3Hb, XPOHHU-
YecKuil mueToHePUT, PEMICCHSL; )KEITTHO-KaMEHHAas O0JIe3Hb.

B mpuBeneHHOM KIMHUYECKOM Cilydae OIMCAHO pPa3BUTHE
6onesnu ['peiieca u CJI 1-ro TMna B paMKax ayTOMMMYHHOTO T10-
JIMIVIAHAYIAPHOTO CHHApPOMA 3-TO THIIA.

Penko, B Tex cinyyasx, korga AIIC manudectupyer ¢ oaHo-
BPEMEHHOTO Pa3BHUTHS [BYX ayTOMMMYHHBIX 3a00JIeBaHH U 00-
nee, game npu AIIC naGironaercst MaHu(pecTaHs OAHOTO 3200~
JIeBaHUS: XPOHNYECKON NePBUYHON HAAMOYSIHUKOBON HEIOCTa-
TOYHOCTH (0OJIE3HN AJTMCOHA), XPOHUYECKOTO ayTOMMMYHHOTO
TupeonuTa Xammumoro, oonesnn I'peiica wiu CJ 1-ro Tuma.
[To naHHBIM 3apyOeXHBIX HUCCIIEIOBAHUH, KIIMHUYECKHE MPOSB-
nenust auddysHoro Tokcmyeckoro 306a u CJI 1-ro tuma gacto
MIPEIIECTBYIOT MaHU(pEeCTAlNN HAAITOYETHHKOBOW HEIO0CTAaTOU-
HOCTH B pamkax pa3sutusi AIIC y B3pocibIx.

IMoncunrano, 4To y OONBHBIX, IMEIONIUX OAHO ayTOMMMYHHOE
3aboneBanue, B 25% CilyyaeB B TEUCHHE )KU3HH IIPOUCXOIUT Pa3BU-
THE BTOPOTO. A Y IALIUEHTOB ¢ 60J1€3HbI0 AIMCOHAa MaHUbeCTALIUS
JIpYruX ayTOMMMYHHBIX 3a0oneBanuii nporucxoaut B 50% cirydaes.
YCTaHOBIICHO, OJHAKO, YTO TIPY HAIMYMH H30JMPOBAHHOIO XPO-
HUYECKOTO ayTOMMMYHHOTO THUPEOUIHTA IMOCIEYIOIee Pa3BUTHE
kiuHUYecKor kapTunbl AIIC npoucxoauT Toneko B 1% ciyuaes [6].

B penkux cimyuasx 3a0oieBaHie HAUHACTCS C H30JMPOBAHHOTO
TIOSIBJICHNS] BTOPOCTETICHHBIX IPU3HAKOB (BUTHIIMIO, MEPHUIMO3-
HO aHEMHUH, OBAPUATLHON UCHYHKIIMH, AJIOMEINH, XPOHUYESCKOTO
arpo(pUIecKoro racTpura). B omicaHHOM HaMH KIMHHYECKOM Ha-
OJMIONEHNH PA3BUTHE 3a00JI€BaHMSI HAYaJOCh MMEHHO C BHUTHIIHIO.
DTHONOTHS U IATOT€HE3 BUTUIINTO CIIOKHBI i OKOHYATENILHO HE yCTa-

Caeenns 00 aBTopax:

HOBJICHBL, ¥ YaIlle BCETO NMEIOT MYIIBTH()AKTOPHATIBHBIN XapaKTep.

HeoOxomumo uHGOPMHUPOBATh MAIMEHTOB O BO3MOKHOCTH
NPHCOCANHEHUS B TEUCHHE XXKU3HM APYIHX AayTOMMMYHHBIX 3a00-
nesanuii — xommnoHeHToB AIIC, B niepByro odepesib XpOHUUECKOM
HAJINOYEUHUKOBOIl HenocrarouHocTy. Ha noxiIMHMYeckoM 3Tare
MPY HAJIMYUM HOPMAJIbHBIX MJIM MOIPaHUYHBIX [OKa3aTeneil ypos-
HsI CBOOO/THOTO KOPTH30J1a B CYTOYHON MOY€ BO3MOKHO ITPOBEICHUE
HaTpy304HBIX TECTOB ¢ cuHTeTHYecKuM aHajmorom AKTI" — tetpa-
ko3aktiaoM (C-uHakTeH zeno). J{jisi cBOeBPEMEHHOTO BBISBICHHS
C/1 HeoOX0ooUM pETy/ApHBIH KOHTPOJIb YPOBHS IIMKEMHH U HPH
HEOOXOMMOCTH TPOBEICHUE CTAHAPTHOIO NEPOPATIBLHOIO TECTa
TOJICPAHTHOCTH K IIFOKO3¢e. J{Ist OLIeHKH (DYHKIIUHY IIUTOBHIHOM Ke-
JIe3bI POBOIMTCS MccienoBanue ypoas TTT, mpu HeoOXomuMocTH
YPOBHIO CBOOOTHOTO THPOKCHHA U CBOOOIHOTO TPUHOATHPOHUHA.

C uenbto Bepudpukauu GakTopoB pUCKa Pa3BUTHUS TE€X HIIH
HHBIX KOMIOHEHTOB ATIC BO3MOXKHO HCCIIEI0BAaHHE CEPOIOTHYEe-
CKHMX MapKepOB: ayTOAHTUTEJI K TUPEONEPOKCUAA3E U Ay TOAHTUTEI
k peuenrtopy TTI'; ayroaHTuTeN K OCTPOBKOBBIM KJIETKaM HOJ-
semynouHoii xenessl (ICA) u mmyramarnexapbokcmnaze (GAD);
AHTHUTEN K TKaHEeBO# TpaHcrytamuHase (anti-tTG IgA), mraauny.

[IpunuMast BO BHUMaHUE jKeJaHUE MAlMEeHTa NMETh AETeH,
€My PEKOMEH/I0BaIM FeHeTHYecKoe KoHcynpTuposanue. Ocoboe
3HAUEHUE MMEET FE€HETUUECKOE KOHCYJIBTUPOBAHUE CEMbU O0JIb-
HOT0 U UH(GOPMUPOBAHUE O PUCKE POXKICHUS OOJIBHOIO pedeHKa
mpu ATIC 1-ro Tuma, Tak Kak OH IMeeT ayTOCOMHO-PELeCCUBHBIH
THIT HACJIEIOBAHHSI.

Tepanust otnenpHbIx KoMmoneHToB AlIC He oTnmuaercst ot
TaKOBOI IPH U30JIMPOBAHHOM 3a00JIEBAHUH, OJHAKO HEOOXOHMO
YUUTBIBAaTh HEKOTOpblE OCOOCHHOCTH JjedeHus. CyTouHas 103a
[IPenaparToB MU TePAUU NIIOKOKOPTUKOMJAMU OObIYHO COCTaB-
nsiet He Oonee 30 MI/CyT; IpU Tepanmuu MHUHEPaJOKOPTHKOU 1A~
Mu — ot 50 MKr 3 pa3za B Hezpento 10 200 MKT/CyT.

IIpn OoAHOBpPEMEHHOM BBISBICHHM HAJIIOYEYHHKOBONW HENO-
CTaTOYHOCTHU U MEPBUYHOIO TMIIOTHPEO3a B MEPBYIO Ouepelb Ha-
3HAYaIOT TEPAlUI0 MUHEPAJIO- U DIIOKOKOPTUKOMIAMHU, IOCKOJIb-
Ky THPEOUIHbIE TOPMOHBI CIIOCOOHB! BbI3bIBAThH JIEKOMIICHCALIUIO
XPOHUYECKON HAIITOYSYHNKOBON HEOCTATOUHOCTH, yYCHITHBAsI Me-
Ta0OIM3M TITFOKOKOPTHKOHIOB B IIeYeHH. BMecTe ¢ TeM npu 1eKoM-
MEHCUPOBAHHON XPOHUYECKOW HAAMOYEYHUKOBOM HEIOCTATOUHO-
CTU MOXKET OTMEUAThCsl KOMIICHCATOPHOE TPAaH3UTOPHOE MOBBIIIIE-
Hue yposus TTT, He TpeOyrolee Havyana Tepanuu L-TUPOKCHHOM.
Y ©onbubix CII 1-ro TUna TEHAEHIMS K yYallleHUIO TMIIONINKe-
MHYECKUX COCTOSHHI U HEOOXOAUMOCTh YMEHBILICHHUS 703 UHCY-
7TrHa Ha (oHE NpexHed GU3HIECKO AaKTUBHOCTH U NPHBBIYHOTO
MHUTAHUS YacTO SIBILSIFOTCS MEPBBIMU MIPU3HAKAMH MaHH(pECTaln
XPOHMYECKON HaMIOUYEYHNKOBOI HeA0CTaTOYHOCTH. 10 Mepe kom-
HEHCAUU IIIOKOKOPTUKOUTHON HEI0CTaTOYHOCTU OTPEOHOCTH B
HHCYIIMHE Y TAaKUX OOJbHBIX BO3PACTAET.

Takum 00pa3oM, TIPH HATMYHMH Y TTAIJHEHTOB OJHOTO ayTOUM-
MYHHOTO 3a00J1€BaHUsI HEOOXOIUMO MTPOBEAECHHE KOMILIEKCHOTO
o0cIieioBaHus /ISl UCKITFOYCHUS Ipyrux nposieinenuid AIIC.
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