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TPYMIT pUCKa ¥ TTPOTHO3MPOBAHUIO CTETIEHUW PUCKA Pa3BUTUS 3a00JIeBaHMS
B 3TUX IPYIIIIax, TOBBILIECHUIO YPOBHS MHGOPMUPOBAHHOCTU CPEAU JAHHOTO
KOHTMHIEHTA MallMeHTOB.

B kpynHbIX 3apyOeKHbBIX UCCIIEA0OBAHUIX TOATBEPKACHO 3HAUMMOE YBe-
JIMYeHWe 4acToThl BcTpeyaeMocTu rarotunoB HLA 11 kimacca DR3-DQ2/
DR4-DQ8 y manimentos ¢ AIIC 2-ro Tuna, mpucyTCTBHAE KOTOPBIX SIBJISIETCS
HE3aBUCHUMBIM (DAaKTOPOM pUCKa pa3BUTHS XPOHUUYECKON HAIIIOYEYHUKOBOM
HEIOCTaTOYHOCTH.
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NlnarHocTuka u neyeHne ayToMMMYHHOrO0 NOANIIaHAYNSAPHOrO
CMHAPOMa B3POCIIbIX

A.A. Jlapuna, O.C. lllanosanvsany, H.B. Ma3ypuna, E.A. Tpowuna

ATIIC gBns10TCSI TOBOJIBHO PEAKON MATOJIOTUEN U MPEACTABISIOT COOOM
ayTOMMMYHHOE IOpaKeHME HECKOJIbKUX SHIOKPUHHBIX XXeje3, XapaKTepu-
3yloleecs MoJMopraHHoM HepocTaTouHoCcThIo. [1o Poccuiickoit kinaccudu-
Karuu BoiaessaioT asa tuna AINC — 1-it u 2-i1.

AIIC 1-To Tuma mpenacrapisieT co60il MOHOTEHHOE 3a00JIeBaHKE C ayTO-
COMHO-PELIECCUBHBIM THUIIOM HacJieoBaHUsl, MaHudecTupylolee B OeT-
CKOM BO3pacTe M XapaKTepusymolleecsl HaIMUYMEeM KIMHUYECKON TpHUabl:
XPOHMYECKOI'0 KaHAMA03a KOXHU U CIIM3UCTBIX 000JI0UeK, TUIIONapaTupeo3a
1 XpOHUYECKOI HAATIOUYEYHUKOBOM HETOCTATOYHOCTH.

ATIC 2-ro tuma siBiasieTcss MHOTO(aKTOpHBIM 3a00JieBaHUEM C HaCJIell-
CTBEHHOI TIPeIpacIiOOXKEHHOCTBIO [accolMalys ¢ 3KCIIpeccHueil TeHOB
HLA II xnacca (DR3/DR4), CTLA-4], manudectupyeT yaiie B Bo3pacTe
30—40 net ¢ npeobaagaHueM xeHckoro nosa (3—4:1). JJaHHBI CUHAPOM
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xapakrepusyetcst HamnuueM B 100% citydaeB XpOHUYECKOM TePBUYHOMN HafI-
IMOYEYHUKOBOIM HEMOCTATOYHOCTH B COYETAHWU C ayTOMMMYHHBIM TTOpaXxe-
HUEM IIUTOBUIHOM XeJe3bl (XPOHWUYECKWI ayTOMMMYHHBIN THUPEOUIMT,
wim 6one3nb ['peitBca) — cunmpom llMuara m/unu B coyeranum ¢ CJJ
1-ro Tuma — cunapom Kapmenrepa. dpyrumu, 6ojiee peIKMMI KOMITOHEH-
TaMU TaHHOTO CUHIPOMA SIBJISIIOTCSI TUIIEPTrOHAAOTPOIHBIN T'MIIOTOHAINU3M,
BUTWJINTO, aJONeLMsl, LeJMaKusi, MUACTCHMSI, CTeaTopesi, MepPHUIIMO3HAs
aHeMMUs.

OnHako B KJIMHUYECKOM MPAaKTUKE YaCThl CIyyau, KOraa B 3pejoM BO3-
pacTe BBISIBJISIETCS COYETaHME HECKOJbKMX ayTOMMMYHHBIX 3a00JieBaHUA
MPU OTCYTCTBMM XPOHUYECKON HAIIMOYEYHUKOBOM HEIOCTaTOYHOCTH.
B Poccuiickoii kimaccudukanuy Takoe coueTaHne ayTOMMMYHHBIX TIaTOJIO-
ruii He BKITtoueHo B rToHsiTre ATIC.

B 3apybexHoit Kiraccupukauny BeIOCISIOT eme aa tumna AIIC, maHu-
decTupyIOIINX BO B3POCIOM Bo3pacTe,— 3-i1 u 4-ii, ormmaaromuecs or AIIC
2-T0 TUTA JIUIIb 0 KJIMHUIECKON CUMIITOMATHUKE.

Bnepsoie nanHasa knaccudukanuss AITC Obina npencrasieHa Neufeld
u Blizzard B 1980 r., u B Heif HA OCHOBaHMM KJIMHWYECKMX TaHHBIX BbIICIIS -
Jock yetbipe Tuna AITC. MonudunuposanHas C. Betterle B 2001 r. kiaccu-
dbuKaus UCITOTB3YETCS MO HACTOSIIIEE BPEMSI.

ATIC 3-ro Tumna rpeacrapisieT co00il CUHAPOM, IMPU KOTOPOM pa3BUBaeT-
csl ayTOMMMYHHOE TTOpaKeHHUe IMTOBUIHOM 3Kele3bl (XpOHUYEeCKUI ayTo-
WMMYHHBII TUpeonnuT/nnddy3HbIil Tokcndeckuit 300/9011/uanonatuae-
CKast MUKCeIeMa) B COYCTAaHUHU C OTHUM MM HECKOJTBKIMU ayTOUMMYHHBIMU
3a00JIeBaHUSIMU, MCKIIIOYasl HapylleHue (pyHKUMU KOPHI HAIIMOYEYHUKOB
U TUIIOTIapaTUPEeO3.

CornacHo opuruHaibHol Kiaccudukanuu Neufeld u Blizzard (1980),
nonojsHeHHOo# C. Betterle u coaBT., BBIIEISIOT ayTOMMMYHHOE 3a00JIeBaHUE
LIMTOBUIHOMN XeJie3bl B COYeTAaHUU:

e ¢ CJI I-ro Tuna (turm 3a);

e aTpoUUYECKUM TaCTPUTOM, TMEPHUIIMO3HOW aHeMUel, IeJNaKuei,
TePBUYHBIM OWJIMAPHBIM IIMPPO30OM, AYTOMMMYHHBIM T€IaTUTOM
(tum 3b);

e BUTWINTO, ajornenueii (tum 3c);

e CHUCTEMHOM KpacHO! BOJIYAHKOMW U APYTMMM BAacKyJIUTaMu, aHTUGOC-
domunuaHbIM cuHApoMOM (Tut 3d).

Haxkowneu, AIIC 4-ro Tumna BKJII0YaeT XpOHUYECKYIO TTIEPBUYHYIO HAIMO-
YEYHUKOBYIO HEIOCTaTOYHOCTh B COUYETAHUM C OJHON WJIM HECKOJbKUMU
BTOPOCTENEHHBIMU ayTOMMMYHHBIMU TMATOJOTUSIMU (TaKWMU KaK TUIIOTO-
Haau3M, aTpo(UYECKUA TaCTPUT, LIeIMaKUs, TIEPHULIMO3HAs. aHEMMST, MUa-



AyTOUMMYHHbIE NOUIaHGYNSPHbIE CUHAPOMbI 59

CTEHUs, aJIoNeLNs], BATUJINUTO), UCKIIoYask OCHOBHBIE cocTaBsitone AITC
1-ro u 2-ro tTuna (KaHAMI03, TUIIONApaTUPEO3, ayTOMMMYHHbIe 3a00JieBa-
HUS IMUTOBUIHOM kene3bl, CI0 1-ro Tuma).

B ®I'bY «<HMULI 3HIOKPUHOIOTUM» TIPOXOIUIT OOCTIeAOBAHNE TTAIIUCHT
C., 29 ner, ¢ xajobamMy Ha TOBBIIIEHHYIO TTOTJIMBOCTbh, OIIYIIEHUE TPOXU
BO BCeM TeJie, cepaiedneHue, ooy ciadbocTb.

W3 aHamHe3a XKM3HM M3BECTHO O HAJIMYMU XPOHMYECKMX 3a00JIeBaHUIA,
a UMEHHO MOYEKaMEHHOM 0O0JIe3HU, XPOHUYECKOro IMuejoHedpura, XKell-
YHOKaMEHHOI 00JIe3HU M XPOHUYECKOI0 KaJIbKyJIe3HOro xoyenucturta. Ha-
CJIEICTBEHHOCTH 10 SHIOKPUHHBIM 3a00JIEBAaHUSIM HE OTSTOIIEHA.

3abosieBaHre MaHU(ECTUPOBAIO B 12 JIeT ¢ BOBHUKHOBEHUS BUTWIMIO.
[TareHT OTMETHI TTOSIBJICHNE YIaCTKOB JCTTMTMEHTAIINH B TTAXOBOI 00JIACTH.
VYxynmeHue TeueHUs] BUTWINTO — Ha (hOHE cTpecca B Bo3pacTe 23 JieT, Korma
MIPOU30IIUIO PACIIPOCTPAHEHNE YYACTKOB IETUTMEHTALIMM TIO BCEMY TeEly
(pyOLBI OT 0XOIOB, IIOPE30B M TpaBM Ha liee, JIULE, TYJOBUIIE U KOHEYHO-
ctax). B Bo3pacte 22 ner auarHoctupoBaH CJI 1-ro tuma, KoTopsiit MaHHU(pe-
CTUPOBAJ TUMTUYHON KIIMHUYECKON KapTUHON (B TeYeHUe TpeX MPeAIIecTBY-
FOILMX MECSILIEB OTMEYAIMCh CHIDKEHME MAcChl TeJIa, IOJIMYPUST, TOJIUAUIICHSI,
pa3BuTHE Keroauumo3a). MccienoBaHue aHTUTENT K OCTPOBKOBBIM KJIETKaM
TTOIKETyTOYHOM KeJie3bl, ayTOaHTUTEJ K MHCYJIMHY, TJIyTaMaTaeKapOoKcuIa-
3e He MpoBOaMIOCh. [Tocie MocTaHOBKY KJIMHUYECKOTO AMarHo3a Ha3HayeHa
WHCYIMHOTEpannisl YeJTOBEUYCCKUMU TeHHO-WHXKCHEPHBIMU WHCYJIMHAMMU,
¢ 2006 r. repeBeicH Ha aHAJIOTW UHCYJIMHA. Ha MOMEHT MOCTYTIUICHUS MOJTY-
yan HoBoparm 1o 8—10 EJI mepen 0oCHOBHBIMU TIpUEMaMU MUILIN, JICBEMU]
o 10 EJI yrpoM 1 BeuepoM, Ha (hOoHE 4eTo OTMeUaiach KOMIIEHCAIIs 3a0071¢e-
BaHUs. YPOBeHb NIMKMPOBAHHOTO reMoriioonHa — 5,7%.

C 2006 1. y mamueHTa IMOsSIBIJIMCH 3KaJ00bl Ha ceplieOreHne, BhIpaKeH-
HYI0 MOTJIMBOCTD, OLIYILIEHUE OIpoxKU Bo BceM Tene. B 2007 r. mpu obpaiie-
HUU 32 MEOUILIMHCKOIM ITOMOIIBIO IO MECTY XXHUTEJbCTBAa JUArHOCTHUPOBAH
nuddy3HbIE TOKCMYECKUIA 300, Ha3HAueHa TUpPeoCTaTUYecKasi Tepartus:
tamason (Tuposzon?) B mo3e 30 MI/CyT C ITOCTENEHHBIM CHIKEHUEM 03I
B TedeHMe roma 10 5 mr. Jlaee B TeueHme 3 yieT mpuHUMai TuaMa3son (Tupo-
3051%) B g0o3e 5—10 MI ¢ MEpUOAMYECKON CAMOCTOSITEIBHOM OTMEHOM TIpe-
rapata, Ha (poHe Yero CTOMKOM PeMUCCUM HE OTMEYAIOCh.

[pu nocrymnennu B ®I'Y «HM UL sHH0KpUHOIOrMU» 00BEKTUBHO MPU
OCMOTpE OTMEYaJioCh YIOBJIETBOPUTENbHOE obOluee coctosiHue. UMT —
21,8 kr/m2. Y4acTKM AEMUTMEHTALMK Ha LIee, JIMLE, TYJOBULIE U KOHEYHO-
ctax. OBosioceHue 1o Myxckomy tumy. AL — 100/65 MM pr.crT.,
YCC — 90 B munyty. lHluToBMIHAS Xee3a yBeJudeHa, IIOTHO3IacThye-
CKOI KOHCUCTEHIIUHU, cMelliaeMa, 6e300Jie3HeHHa.
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ITpu oGcnemoBaHUM, MO TaHHBIM J1aOOPATOPHBIX aHAJIM30B, BBISIBICHA
nekoMmneHcaunst Tupeorokcukosa [TTI — 0,002 mEI/nm (Hopma — 0,23—
3,4 ME/n), cBOGOHBIN T4 — 17,4 iMomb/11 (HopMa — 10,0—23,2 nmoib/i),
cBoOonHbIil T3 — 5,8 mMmonb/n (Hopma — 2,5—5,5 MMoJIb/1T) |, B CBSI3M C 4YeM
no3a tamasojia (Tuposzosa®) ysenmuuena ¢ 10 mo 30 mr/cyr. ITo maHHBIM
VY3U muToBUIHOM XKee3bl: 00beM — 49,5 M1, y3JI0B HeT, 3Xxorpadudeckue
MPU3HAKY ayTOUMMYHHOTO IOPaKEHUST IIUTOBUIHOM XKeIe3bl.

YuuThiBasg peUMAMBUPYIOIINI XapaKTep IaTOJIOTUM, IJIMTEIbHOCTD
IpreMa TUPEeOCTaTUKOB (3 roga) u GeCrepCreKTUBHOCTD JaIbHEMIIel KOH-
CcepBaTMBHOM Tepanuu, OOJIbBHOMY T0Ka3aHO OIlepaTHMBHOE JiedeHne. B xu-
pyprmyeckoM otnenennun OI'Y «HMMAI >HIOKpMHOJIOTHM» BBITIOJTHEHA
akcTpadacimanbHas TupeoundkKroMusi. [1omoOHbBIE 00beM orepalvu Kc-
KJTI04aeT Jito0yi0 BO3MOXHOCTh PEIMAMBA THUPEOTOKCUKo3a. [IpoBeneHue
orepanny B MEHbIIIEM 00beMe HeCeT BEICOKMI PUCK COXPAHEHMST TUPEOTOK-
CHKO3a WIK OTAaJICHHOTO ero peLluanBa.

B nepBbie cyTKu mocjie OIepaTUuBHOTO JIeUeHUsI Ha3HauYeHa 3aMEeCTUTE b~
Hasg Tepanus JEBOTUPOKCUHOM Harpus (DyTtupokcom?®) mo 125 MKr/cyr
(13 pacyeTa 1,6 MKr Ha 1 KT Macchl Tejla), YTO COOTBETCTBYET ITOJTHOM 3aMe-
CTUTENbHOI 103e. OMHOMOMEHTHOE Ha3HAuYeHUE THPEOUIHBIX TOPMOHOB
B YKa3aHHOH /103¢ OOYCJIOBJIIEHO UTUTEJIBHO MPEIIIeCTBYIOIIUM THPEOTOK-
CHKO30M 1 alalITUPOBAHHOCTBIO CEPIEYHO-COCYIUCTOM CUCTEMBI K BBICOKO-
MY YPOBHIO TUPEOUTHBIX TOPMOHOB.

Takoke B CBSI3U € pa3BUTHEM TOCIEOTNEPAlIMOHHOTO TUTTONapaTpeo3a [CHU-
>KEHUE yPOBHSI Kanbiiust 001iero — 1,89 mmoss/m (Hopma — 2, 15—2, 55 MMoIb/i),
KasbLiyst nonnsuposanHoro — 0,93 mmorb/n (Hopma — 1,03—1,29 MMonb/n);
CUMIITOMBI XBOCTeKa, Tpycco oTpuIaTeIbHbIe| Ha3HaUeHA Teparus mpernapa-
TaMU KaJblLUS U aKTUBHBIMU MeTaboIUTaMu BUTaMruHa D [KanbLmst KapOoHaT
+ xonekanbuudepon (Kanbumii-II; Hukomen®) o 1 tabnerke 3 pasa B CyTKU;
anbdakaasiyaon (Atanbda?) mo 0,75 MKT 2 pasa B CyTKU|. YUUTHIBAg BO3MOXK-
HBIIA TPAH3UTOPHBINM XapaKTep TUITOKAJIbIIMEMUH, B JajbHEHIIIEM IallueHTY
PEKOMEHIOBAHO TTOCTETIEHHOE CHIKEHME TO3bI TTPerapaToB KaJblvs U BUTa-
MuHa D 1o KOHTposieM YpOBHST KaJIbITUsT OOIIIeTO M MIOHU3UPOBAHHOTO.

[1pu oOcenoBaHUM HA HAJTMYME W BBIPAXKEHHOCTH ocioxkHeHuit CJI BbI-
sBJieHa quabeTnyeckas HedpoIaTus Ha CTaAuU IPOTEUHYPUU [GEJIOK B Cy-
touHoit moue — 0,20 r/cyTt (Hopma — 0,03—0,14 r/cyt)]. CKopocTh Ki1yO0ou-
koBoit puiabrpauuu (CK®) (mo MDRD) — 110 mi/mun/1,73 m2. Tlpn
o(pTaIbMOJIOrMYECKOM OCMOTpPE BBISIBJIEHA HelpoaudepaTuBHas CTaaust
TMabeTUIECKOM peTUHONATUM 000UX IJ1a3.

VYuyursiBasg HeGonblyto aautenabHocTs CI (7 1eT), TmaTelbHbIi KOH-
TPOJIb 3a TIOKa3aTeIsIMU YPOBHS INIMKeMUM (TJIMKUPOBAHHBIA TE€MOTIJIO-
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O6uH — 5,7%), OTCYTCTBHUE apTepUallbHOW TUIEPTOHUU, HECOOTBETCTBUE
CTETIEHN TOPaKEeHUS TJ1a3 U CTETICHU TTopakeHUs ModeK (HerponmdepaTuB-
HasT peTUHOIIaTUsI 000MX TJ1a3 1 BRIPaKeHHAsT IPOTECUHYPHS ), MOXKHO TIpe-
MTOJIOKUTH HAIMYME ayTOUMMYHHOTO KOMITOHEHTA B TTOPaXKeHWH TTOYEK.

[To MecTy XXUTeNIbCTBA Y MAalMEHTa TAKKE JUATHOCTUPOBAH XPOHUYECKUIA
ayTOMMMYHHBIIA renaTut, rpu oocienoBanuu B ®I'Y «HMMUIL snnokpuHo-
JIOTMW» JOCTOBEPHBIX JAHHBIX 00 9TOM HE IOJY4YeHO.

YuuThiBasi HaJIM4Me MHOXECTBEHHOM ayTOMMMYHHOM MaTOJOTUM, IIPO-
BEelIEHO 1000c/e]0BaHKe Ha Haauuue Apyrux koMrnoHeHTos AIIC. B uensax
OlLleHKW (DyHKIIMM KOPHI HAATOYEYHUKOB IPOBEICHO MCCJIENOBaHUE 3KC-
KpEer CBOOOTHOTO KOPTU30Jia B CYTOYHOI MOYe, CHUKEHMST YPOBHS KOP-
TH30J1a He BBIBIIeHO. [Ipu 00cienoBaHM Ha HAJIMYME HETUAKNU MapKephbI
3a00JIeBaHMS eIMAKNN — aHTUTENIa K TJIMagnuHy W TKaHEBOU TpaHCIIyTa-
MHWHa3e — He 0OHAPYKEHHI.

[IpoBeneHO MOJIEKY/ISIPHO-TE€HETUYECKOE MCCIeIOBaHue, Yy IMalueHTa
BoigBneHbl Tartotunbl — HLA II kmacca — DRBI1*01, DRB1*0404,
DQAI1*0101, DQA1*0301, DQB1*0501, DQB1*0302. I1pucyrcTBHE Tramio-
tunnos DQA1*0301, DQBI1*0302 u B ocobenHoctu DRB1*0404 gpnsiercs
MPEAUKTOPOM Pa3BUTUSI ayTOUMMYHHOI XpPOHMYECKOW HAaaIIOYeUYHUKOBOI
HEeIOCTaTOYHOCTU He3aBUcUMO oT Haimuusl CJI 1-ro tuna. B cBsi3u ¢ 3TuM
MaleHTy PEKOMEHIIOBAHO €XEroJHOe MCCIIe0BaHME YPOBHS CBOOOIHOIO
KOPTH30JIa B CYTOTHOI MOYe.

[Mpu o6cnemoBanum B 2009—2010 IT. 110 MOBOAY OECITIONMS B CIIEPMO-
rpaMMax TallMeHTa BEISIBICHA acTeHoTepaTo3oocrnepmus. [Ipm obcnenoBa-
Huu B ®I'bY «<HMMUL sHAOKPUHOIOIUM»: TECTOCTEPOH — 23,6 HMOJIb/J
(Hopma — 11-33,5 HMoOIB/N), GOIIUKYIOCTUMYIUPYIOIINI TOPMOH
(®CT) — 3,6 E/n (HopMma — 1,6—9,7 EJ1/11), TIOTEMHU3UPYIOLINI TOPMOH
(JIIN) — 5,7 EO/n (Hopma — 2,5—11 EI/1). KoHCyabTUpOBaH ypOJIOroM-aH-
JIPOJIOrOM, KOTOPBIA, BBUIY OTCYTCTBHUSI BO3MOXKHOCTU MCKJIIOYUTH Pa3BU-
THE B MaJbHEHIIeM IepBUYHOTO TUIEProHAJIOTPOITHOIO TMITOrOHAIU3Ma
B pamkax AIIC, peKoMeHIOBaJI UCITOJIb30BaHNE BCIIOMOTATEIbHBIX PEIIPO-
ITYKTUBHBIX TEXHOJIOTHIA.

TakuMm o6pa3oM, YIWUTBIBas OTCYTCTBUE XPOHMYECKOI HAOITOYCUYHUKO-
BOI HEIOCTATOYHOCTH, OB ITOCTABJICH CIICAYIOIINIA KIMHUYCCKII TNArHO3;
«AIIC 3-ro tuma, cocTosiHME TOCe TUPEOUASIKTOMUHU 10 IMMOBOAY 0O0JIE3HU
I'peiiBca. [TepBUUHBINM TMTTOTUPEO3, MEAMKAMEHTO3HAas KoMmeHcaus. [1o-
clieonepaloHHbIN runomnapatupeo3. CJI 1-ro Tuma, TSKENIOoro TedeHwus,
KoMIteHcauus. [Iuabetndeckass HelpoardepaTuBHAs PETUHOIATUS 000MX
rna3. Jduabetuyeckasi HedpomaTusi Ha CTaauM NpoTeuHypuu. Butuiuro.
IlepBuuHoe Oecronue. MouyekaMeHHasi 00Je3Hb, XPOHUYECKUI THMeNI0-
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Hedput, pemuccus. ZKequHoKaMeHHasl 00J€3Hb — XPOHUYECKUI KalTbKy-
JIE3HBIN XOJIELUCTUT».

B npuBeneHHOM KIMHUYECKOM Clilydae OITMCAaHO pa3BUTHE OOJIe3HU
I'peitBca m C/I 1-ro tTnma B pamkax AIIC 3-ro tuma.

Penko, korma manndectannst AITC TporcXonnT ¢ OMHOBPEMEHHOTO pa3-
BUTHUS ABYX ayTOUMMYHHBIX 3a00eBaHuit U 6osee, yaie npu AITC Ha6ro-
JaeTcsl MaHudecTalysl OJHOTO 3a00JeBaHUS: XPOHMYECKON MEepBUYHOMN
HaAMOYEYHUKOBOU HEAOCTAaTOUYHOCTH (00JIe3HU ANIKMCOHA), XPOHUYECKOIO
ayTOMMMYHHOI'O THpeOuaMTa XalmumoTo, Oone3Hu IpeiiBca mmm CJI
1-ro Tuma. ITo maHHBIM 3apyOeXKHBIX MCCACHOBAHNN, KITMHUUECKUE TIPOSIB-
JneHnst muddy3Horo Tokcmaeckoro 306a n CJI 1-ro TIa 9acTo IpeaIIecTBy-
0T MaHUdecTalMy HAAITOYEYHUKOBOM HEMOCTaTOYHOCTU B paMKax pa3BU-
Tust AITC B3pOCbIX.

IMoncunTaHo, YTO y MAIMEHTOB, UMEIOIIMX OJHO ayTOUMMYHHOE 3a00J1e-
BaHue, B 25% cilydaeB B T€YEHUE XU3HU MPOUCXOAUT pa3BUTHE BTOPOIO.
Ay TTariueHToB ¢ 00JIe3HbIO AJTMCOHA MaHUdecTaIus IPYyrux ayTOMMMYH-
HBIX 3a00JyieBaHMii Tporcxonut B 50% ciaydyaeB. YCTaHOBJIEHO, OIHAKO, YTO
NpU HATMYUU U30JIMPOBAHHOIO XPOHUYECKOTO ayTOUMMYHHOI'O TUPEOUIM -
Ta mocJieayolee pa3BuTue KanHudeckoit KaptuHbl AITC npoucxonut y na-
LIMEHTOB TOJILKO B 1% cily4yaes.

B penxux cinydasix pazputre 3a0071eBaHNST HAUMHAETCS C M30JIUPOBAHHO-
IO TOSIBICHUSI BTOPOCTETICHHBIX TTPU3HAKOB (TaKUX KaK BUTUJIWTO, TICPHU-
LIMO3HAas aHeMusl, oBapuajbHasi AUCHYHKLMS, aaoIelus, XpOHUYECKUI
arpoduyeckuit racTpuT). B onrcaHHOM KJIMHUYECKOM Cllydyae pa3BUTHE 3a-
0oJIeBaHMSI HAYaJIOCh UMEHHO C BUTWJIUTO. DTUOJIOTHS U MTATOTEHE3 BUTWIIM -
ro (puc. 2.19) cIIOXXHBI M1 OKOHYATEILHO HE YCTAHOBJICHBI U Yallle BCEro HO-
CIT MYJTBTU(AKTOPUAIBHEIN XapaKTep.

HeobxonrMo mHbOpMUPOBATH MALMEHTOB O BO3MOXKHOCTH MPUCOEIV-
HEHUS B TEUCHUE KMU3HU IPYTMX ayTOMMMYHHBIX 3200JI€BAHUI — KOMIO-
HeHTOB AIIC, B mepBylo o4yepeab, XpOHMYECKON HAAIIOUYEUHUKOBOI HeI0-
craroyHocTH. Ha mokinmHWYecKoM 3Tare, Ipyu HATUIUKU HOPMAJbHBIX WU
IMOTPAaHWYHBIX TTOKa3aTesieil YpOBHSI CBOOOMHOTO KOPTHU30Jia B CYTOUHOM
MoOYe WM YTPeHHEe KPOBHM, BO3MOXKHO TPOBEIEHUE HArpy30YHBIX TECTOB
¢ cuareTrnyeckuM aHanoroM AKTI-terpakosakTinoM (CHHAKTEHOM IEI0?).
Jns cBoeBpeMeHHOTO BbIsiBiaeHUsT CJI HeoOXOOUM peryaspHbIii KOHTPOJIb
3a YPOBHEM IJIMKEMUHU U MPU HEOOXOIMMOCTU TIPOBEACHUE CTaHAAPTHOIO
TepPOPaTbHOTO TeCTa TOJICPAHTHOCTH K ITI0K03e. JIJIst olleHKM (PYHKIINY 111 -
TOBMIHOM eJie3bl TPOBOIUTCS MccienoBanue yposHs TTT, mpu HeoOxomm-
MOCTU YpoBHelt cBoOoaHbIX T4 1 Ts.
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Puc. 219. Butunuro

B nensix Bepudukanuy ¢hakTopoB pUcKa pa3BUTHS TeX WA MHBIX KOMIIO-
HeHTOB ATTC BO3MOXHO McCIeIOBaHNE CEPOIOTMYECKNX MAPKEPOB: ayTOaH-
TUTEN K TUpeoniepokcuaase u peuentopy TTI, ocTpOBKOBBIM KJI€TKaM IO/~
JKEJIYIOYHOM 3Kejle3bl M IIyTaMmaTiaeKapOoKcuiasze, aHTUTe]l K TKaHEBOM
TpaHcrrytamuHaze (anti-tTGIgA), rmanuny.

[MpuHuMast Bo BHUMaHUeE XeJlaHue TallueHTa UMEeTh JAeTeil, peKOMEeH 10~
BaHO I'€HETUMYEeCKOe KOHCYJIbTHpoBaHue. OQHAKO 0c000e 3HAYECHME HMMEET
TeHETUYECKOe KOHCYJIbTUPOBAHUE CEMbM MallMeHTa U WH(OPMHUpPOBaHUE
0 pUCKe poxaeHus 6obHOTro pederka mpu AIIC 1-ro Tima, Tak Kak OH UMe-
€T ayTOCOMHO-PELICCCUBHBII TUIT HACJICIOBAHUSI.

Tepanus otnenbHbIx KoMNoHeHTOB AIIC He oTnMyaeTcst OT TaAKOBOM TTPU
M30JIMPOBAaHHOM 3a00JIeBAHUM, OJJHAKO HEOOXOAMMO YUUTHIBATh HEKOTOPHIE
ocobeHHocTH jieueHust. CyTouHast 103a MpernapaTroB MpU Tepaluy III0KO-
KOPTUKOUIAMK OOBIYHO COCTaBisieT He Oosiee 30 Mr/cyT; TIpy Teparnuu Mu-
HepajloKopTukouaamu — oT 50 MKT 3 pasa B Hezesto 10 200 MKT/CyT.

IIpu onHOBpEeMEHHOM BBISIBJICHUM HAAIOYEYHUKOBOM HEIOCTATOYHOCTH
¥ TIEPBUYHOTO TUTIOTUPEO3a B MEPBYIO OUepe/lb HA3HAUAIOT TePaTriio MUHE-
pajio- M NIIOKOKOPTUKOUIAMHM, TTOCKOJIBKY TUPEOUIHBIE TOPMOHBI CTIOCO0-
HbI BBI3bIBATh JEKOMIICHCALIMIO XPOHUYECKOI HAAIOYeYHUMKOBOM HeaoCcTa-
TOYHOCTH, YCUJINBAsI META0OIN3M TITIOKOKOPTUKOUIOB B TiedeHu. C npyroit
CTOPOHBI, TPU IEKOMIIEHCHUPOBAHHOM XPOHMYECKOM HaIIMOYeYHUKOBOM
HEIOCTaTOYHOCTU MOXET OTMEUYAThCsl KOMIIEHCATOPHOE TPAH3UTOPHOE I10-
BoiieHue TTT, He TpeOylolee Havanta Tepanuu JIEBOTUPOKCUHOM HATPUSI
(L-Tupokcunom?®). V marmenton ¢ CJ1 1-ro Trma TeHAeHIINAS K YIaleHAIo
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TUTIOTTMKEMUYECKUX COCTOSIHUI, HEOOXOAUMOCTh YMEHBIIEHUS 103 UHCY-
JIMHA Ha (hoHe TIpeXKHel (PU3MIecKoil aKTUBHOCTY 1 TIPUBBIYHOTO TTUTAHUS
YacTo SBJISTIOTCS TIEPBBIMU TTpM3HAKAaMU MaHU(ECTAllnN XPOHNIECKOM Hal-
MOYCYHMKOBOM HeAOCTAaTOUHOCTHU. I1o Mepe KoMITeHCalluK TJIIOKOKOPTUKO-
WIHON HEIOCTaTOYHOCTU MOTPEOHOCTh B MHCYJIMHE Y TaKUX IMAllMeHTOB
BO3pacTaer.

Takum 06pa3zomM, MpyU HAIMYUKU y MALMEHTOB OOHOIO ayTOMMMYHHOTO
3a00J1eBaHUsT HEOOXOAMMO TIPOBEIEHNE KOMIUIEKCHOTO OOCTIeTOBaHUST TS
uckiodeHust apyrux nposisnenuit AIIC.

JlaHHBI KIIMHWYECKUA citydaii onmcbiBaeT mauueHTta ¢ AITC 3-ro tuna
¢ MaHudecTalueil BUTWINTO B paHHEM BO3pacTe U MOCISAYIOIIUM Pa3BUTH -
em CJI 1-ro tTumna u 6o1e3uu I'peiiBca. [ToMruMo 3TOro, y namyeHTa MOXHO
MPEATIONIOKUTh ayTOMMMYHHYIO TIPUPOAY B Pa3BUTHU IMEPBUYHOTO OECIIIO-
JIVSI M TIPOTPECCUPYIONIEM TeUeHUN TMabeTUIeCKoil HeppomaTuu.
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NatenTHbie hopmMbl ayTOUMMYHHOI0 NONUINAHAYNAPHOIO CHHAPOMA

B nacmoswee epems napady ¢ manugecmroil popmoil 3a601e6aHUS 8bl0CATHOM
Henoanyro (namerwmuyro) gopmy AIIC, komopas nodpaszdensiemcs Ha cyOKAUHUYE-
cKkyto u homenyuanshyro. Cyokaunuueckas gopma npedcmasnsgem coooii Haauuue
00HO020 AYMOUMMYHHO20 3A001€6aHUS 8 COYeMAHUU C OOHUM CePON0SUYECKUM MAap-
Kepom dpyeux ocHosHblx cocmasasiouiux AIIC, a makce cyoKauHu1ecKum Hapy-
uleHuem QyHKuuY 6mopoeo opeana-muwenu. [lomenyuanrvras gopma exarouaem
Haau4ue 00HO020 AYMOUMMYHHOO 3A004e6aHUS C AYMOUMMYHHbIMU MApKepamu
nopasscenust Opyeux opeaHos-muieneil, Ho 6e3 HapyuieHus ux QyHKyui.
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Jlamernmuvie opmbl 0aHHO20 30004€6aHUSL 8CMPEHArOMcs 20pa3io uaue,
Yem KAuHuYecku manugecmuposasuiee 3adoneeanue [no dannvim Betterle C. et al.
(2004), 3a60ae6aemocmo dannvimu opmamu cocmasagem 100 na 100 moic. Ha-
cenenus]. Ilpu smom 3abonesaemocmv manugpecmuovimu opmamu AIIC
2-20 muna 6 nonyaayuu cocmaensem 1,4—4,5 na 100 moic. nacenenus.

Heobxo00umo nomHums, umo epau He MoabKo NPOBOOUM JeueHue nayueHma,
Ho u cocmaseasem naan npogpurakmuueckux meponpusmuil npu AIIC. Ilpumepol
MaKoeo nepcoHanUu3UpO8AHHO20 NAAHUPOBAHUS NPEOCMAasAeHblL HUICE.

NateHTHbIe hopmMbl aYyTOMMMYHHOI0 NOJIUrNAHAYNAPHOI0 CUHAPOMA B3POCHbIX
A.A. Jlapuna, E.A. Tpowuna

B otnenenun tepanmun ®I'bY «HMUL sHpokprHOIOrMN» HaXOIWIACh
Ha oOciieqoBaHuM nauveHTKa b., 34 nmer, mocTynuBIas ¢ Xajxo0aMu Ha BbI-
paxkeHHYI0 00111y10 c1ab0ocTh, cHikeHue Al 1o 80/60 MM pT.CT., yyalleHHOE
cepauebreHne, TUIIEPITMIMEHTAIINIO KOXKHOTO ITOKPOBa, IIPUCTPACTHE K CO-
JeHoii rie. HacnencTBeHHOCTh MAIIMEHTKHU 10 SHIOKPUHHBIM 3a0051eBa-
HUSM He oTsroleHa. B aHamHe3e OTCYyTCTBOBaJIM KOHTAKTHI C OOJBHBIMU
TyOepKyJIe30M, TTAlIMEHTKA He TTIePEHOCHIIA TSIKETbIX MH(PEKIIMOHHBIX 3200~
JIEBaHUI 1 OOJIBIINX KPOBOIIOTEPb.

ZKayo6bl Ha TUTIEPIIUTMEHTALIMIO KOXU JIMIIA BIIEPBbIC TTOSIBUIIUCH 5 JIET
Hazan. Ilpu obcnenoBanun yposHu TTT, anpaocTepoHa, KOpTH30Jia KPOBU
1 CBOOOJHOIO KOPTU30Ja B CYTOYHOI MoYe HaXONWJIUCh B mpeneax pede-
PEHCHBIX 3HaueHuil. McciaemoBaHWe CEpoOJOrMYECKUX MapKepoB ayTOMM-
MYHHBIX 3a00JIeBaHUIA SHAOKPUHHBIX Xejle3 He MPOBOAMIOCh. B manbHeli-
meM He obOcienoBajiack. B TedyeHue mocienymolmux JeT OTMeyvasa
MOCTENEHHOE YXYAIIEHNWE COCTOSIHUSI: COXpaHEHUE TUIIePIUIMEHTaluu
KOXKHOTO IMOKPOBAa C YCWICHUEM B BECEHHE-JIeTHUI nepuo. B npeaiiecTBy-
IollIMe TIoJToAa OO0 TOCIUTAIM3allui OTMETHIa pe3Koe MOTEMHEHME KOXKU
10 BCEMY TeJly, CUJIbHbIE TOJOBHBIE 001, PE3KYIO C1ab0CTh, CHUXKeHUEe AJl.
[Tpu moBTOPHOM OOCIEAOBAHUU TI0 MECTY JKUTEJIbCTBA BBISIBJICHO TTOBBIIIIE-
nue ypoBHst AKTT kposu 10 214 ur/mn (Hopma — 7,9—66,0 ur/mi). [Toka-
3aTe I KOPTU30J1a KPOBU U CBOOOTHOIO KOPTU30J1a B CYTOYHOI Moue, ajlb-
IOCTEPOHA, BOIHO-3JCKTPOJUTHOTO OOMEHAa COOTBETCTBOBAJIM HOpPME.
B nmanpHeitmemM orMeuanoch HapactaHue B auHamuke ypoBHST AKTT
10 283 ur/min (Hopma — 7,9—66,0 ur/min). Ilpu MPT ronoBHoro mo3sra yoe-
IUTEITBHBIX JaHHBIX O MUKpoaaeHoMe rurnodusa He moiaydeHo. [1pn Y3U
MaTOJIOTUX HAATIOYEYHUKOB BBISIBICHO He ObII0. [IlnarHocTHpoBaHa XpOHU-
yeckasi xkeye3o1euinTHasT aHeMusl.

ITpu rocrmrammzaunu B PT'BY «<HMUL sHIOKpUHOTOTUN» — COCTOS -
Hue cpenHeii crenenu tsokectd. UMT — 24,4 xr/m2. KoXHBIi TTOKPOB U BU-
IUMbIE CJIU3UCTbIE OOOJOYKM TUIEPIUIMEHTUPOBAHBI, KEJATYLIHBI.
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Al — 80/60 MM pr.cT. [1o JaHHBIM TAGOPATOPHBIX UCCIIEIOBAHMIA: KOPTU3OJT
B KpoBHM (yTpo) — 77,8 HMOJIb/ (HOpMa — 123—626 HMOJIb/T), CBOOOIHBII
KOPTHU30JI B CYTOYHOM Moue — 48 HMob/cyT (HopMa — 60—413 HMOJIB/CYT),
AKTT B xpoBu (yrpo) — 1619 nir/ma (HopMa — 7—66 1r/Mi), IeTUIPOITH-
aHapocTepoH-cyabdar — 0,08 MKkMob/1 (HopMa — 2,68—9,23 MKMOJIb/TT).

B otaenenuu mpoBonMIoCh mapeHTepaJbHOE BBEACHNE TIOKOKOPTUKOU-
noB [rugpokoprusona (Comay-Kopreda?)] ¢ mocienyommM IepexoaoM
Ha IMpUeM BHYTPb [IIPEeAHM30JIOH B 103€ 7,5 MI/CyT (5 MI YTpOM U 2,5 MT Beue-
poM) B codetaHuu ¢ KoptusoHoM (Koprtusona aueratom*®) B nmose 25 mr
B oben]. K tepanuu mobGaBlieHbI MMHEPATOKOPTUKOUIBI [(PIyIpOKOPTU30H
(Koprunedd?®) B HavaabHOM m03e¢ 50 MKI ¢ TOCHENYIOLIUM YBEIMYEHNEM
1o 100 mxr/cyt]. Ha (poHe maHHOI Teparmuy cCOCTOSTHUE TTAlIMeHTKN CTa0WT -
3UPOBAJIOCh, MCYe3/Ia 0011ast C1ab0CTh, HOPMATM30BAIMCh TToKazarenu A/l

YuuTeiBass ayTOMMMYHHYIO TIPUPOIY PA3BUTHS MIEPBUYHON HAIITOUCTHM -
KOBOM HEZOCTAaTOYHOCTH, TIPOBEICHO AOOOCCIOBAaHNE HA HAIMYUE APYTUX
ayTOMMMYHHBIX 3a00JieBaHMi. BBISIBIEHO MOBBIIIIEHHE TUTPa ayTOAHTUTEI
K TUpeornepokcuaase — 557 ME/mi (Hopma — 0—60 ME/Mi1), ayroanTuTen
kK TT — 250 ME/mn (Hopma — 0—115 ME/Mi1) 1 ayToaHTUTE K TIyTaMaTae-
kapookcuiaaze — 1,5 ME/mi (Hopma — oTpuiaTeibHO). B ¢Bsi3u ¢ aTuM
MPOBENEeHO HccieaoBaHre (YHKIMU IIMTOBUIHON Xeae3bl U MoKa3aTesei
YIJIEBOJHOTO OOMeHa. YPOBEHb IIIOKO3bI B KPOBM HATOIIAK W 1O JaHHBIM
OPAJIBHOTO TJTIOKO30TOJIEPAHTHOTO TECTA HAXOAWICS B TIpenesiax pedepeHc-
HbIx 3HaueHuil. [Tokazatesu TTT, ceobomHoro T4 u cBo6OaHOTO T3 — B TIpe-
nenaax HopMbl. Haamare ceposiormaecKux MapKepoB ayTOMMMYHHBIX 3200J1¢-
BaHMI SHIOKPUHHBIX KeJIe3 CBUIETEILCTBYET 0 BO3MOKHOCTH MaHU(PeCTaLINT
nepBUYHOTO runoTupeosa u CJ1 ayromMMyHHOro reHe3a B OynyieM. Takum
obpa3oM, y TalMeHTKU uMeeTcsl nmoreHuuanbHas ¢opma AIIC 2-ro Tuma,
B CBS3M C YeM eif peKOMEHIIOBAaHO eXEeroaHoe oO0cienoBaHUe (YHKIIMU
IIMTOBUIHOM XXeJie3bl M MToKa3aTesieil yrjaeBogHOro ooOMeHa.

VY nanueHToB ¢ OMHUM ayTOMMMYHHBIM 3a00J€BaHUEM Ba’KHO BBISIBJIC-
HuUe (pakTOpOB pucKa pa3BUTUS Apyrux KoMnoHeHToB AIIC, Tak KaK MaHM-
decranus komroneHToB AITC MoxxeT rpoTekarh B 6oJiee TsKeloi opme,
YeM TIpY M30JIMPOBAHHOM BapuaHTe 3a00JIeBaHUSI, YMEHbIIIAs CTETIEHb KOM-
TIEHCAIIUK 1 YBEJIMIMBAsT PUCK OCJIOXXHEHUI OCHOBHOTO 3a00JIeBaHMSI.

OnpeneneHue gaTeHTHBIX (opM AITC B3pOCIBIX OCYIIECTBISIETCS 10 Ha-
JIMYUIO ayTOAHTUTE K OpraHaM-MMUIIEHSIM U UCCIeI0BaHUIO NX OCTaTOUHOM
¢yHkuun. [TaTOrHOMOHUYHBIM JUISI TIEPBUYHOM HAAIIOYEUYHUKOBON HEIO-
CTaTOYHOCTHU SIBJISIETCS HaJW4yue ayTOaHTUTEN K 21-ruapokcunase U TKaHU
KOpbI HaAIIOYEeYHUKOB (BCTpedaroluxcs B 85—96% cityyaeB), il ayTOMM-
MYHHOTIO TMITOTHPEO3a — ayTOAHTUTE K TUPEONepoKCcuaase; Haluuue aH-
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tutea K peuenropy TTI xapaktepHo mist 6ose3Hu I'peiiBca, ayToaHTUTEN
K OCTPOBKOBBIM KJIETKAM ITOKEITyIOYHOMU KeJie3bl ¥ TIIyTaMaTIaeKapOOoKCH-
nmase — it CI0 1-ro Tvma; mpy HATWYNUM LEIMaKUW BBISIBIISIOTCS aHTUTEIa
K IIMaauHy (TecT 0ojee gyBcTBUTENEH), sHIoMm3nio (IgA u IgG) n TkaHe-
Boli TpaHcrmoramuHase (IgA) (Tect Gosee criennduydeH).

Taxke MccienoBaHUe ayTOAHTUTE ITO3BOJISIET YMEHBIIUTh TUIIEpAUAr-
HoctuKy AIIC (Tak, npu AeKoOMIeHcaluu XpOHUYECKO HaIMOYeYHUKOBOM
HEIOCTaTOYHOCTHU OTMEUYAaeTCsl TpaH3UTOpHOE NoBbilieHre ypoBHs TTT npu
OTCYTCTBUM aHTUTEJI K TUPEOIEPOKCHUIA3e, YTO B KIMHUYECKOMN IPAaKTUKE
4yacTo paclieHuBaeTcs Kak nposisieHue AIIC).

Ha cramnym BBEIABICHUS LIUPKYIUPYIOIINX ayTOAHTUTEI BO3MOXHBI Ha-
pymeHnsT GyHKIIUM opraHoB-MuIeHel. CrcTeMaTHuecKoe o0ciIeoBaH1e
Ha TIpeaMeT OCTAaTOYHOW (DYHKIIMM OpraHa-MUIICHU IyTEM Harpy30YHBIX
TECTOB ITO3BOJISICT BBHIICIUTH MTOTCHIINAIBHYIO U CYOKIIMHUIECKYIO (DOPMBI
3a00jIeBaHUsI, IIPOrHO3UPYSI PUCK pa3BUTUS MaHUGECTHBIX (opMm
ATIC B3pocnbix. [TporHosupoBanuio pa3putusi AITC B3pocCibiX TakXKe CIo-
cobcTByeT uccnenoBanue 10kKycoB reHoB HLA-cuctembl u CTLA-4 B rpyn-
nax pucka pasputust AI1C.

PaHHee BbIsIBIIeHUE U CBOEBpeMEHHOE JeueHre KoMmoHeHToB AITC B He-
KOTOPBIX CIIy4asix SIBJISIIOTCS KJTIOYEBBIMU, ITO3BOJISISI M30€XKaTh TSKEIJIBIX
OCJIOXKHEHUIA, M CITOCOOCTBYIOT YAYUIIIEHUIO Ka4eCTBa U TIPOAOJIKUTETBHO-
CTH XW3HU OOJTbHBIX.
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0co6eHHOCTH TEYEHNUS ayTOMMMYHHOr0 NONMrNAaHAYNAPHOro CUHAPOMA
B3POCbIX

E.A. Tpowuna, H.B. Moarawenkxo, M.C. Yykasuna (Muxuna), E.M. Opaosa,
JI.C. Cozaesa, S.H. Eystein, L. Breivik

AIIC — 310 mepBUYHOE ayTOMMMYHHOE MOpakeHWe ABYX Iepudepmie-
CKUX 9HIOKPUHHBIX XeJjie3 U 0oJjiee, MPUBOISILEe K UX HEIOCTaTOUHOCTH,
4acTO COYETAIoLIeeCs] C Pa3IMUYHbIMM OpPraHOCIELUOUIECKUMU HEIHIO0-
KPUHHBIMU 3a00JieBaHUSAMU. [1allMeHThI ¢ JaHHOI MATOJOTUE HYKIal0TCs
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B MOXW3HEHHOW 3aMECTUTEJIbHOM Tepanuu U JUHAMUYECKOM HaOII0AeHUN
SHIOKPUHOJIOTAMU U CMEKHBIMU CITEIIUAINCTAMM JIJISI KOHTPOJIS 3a 3P dek-
TUBHOCTBIO JICUCHUS U BBISIBICHUSI HOBBIX KOMIIOHEHTOB JAaHHOIO CUHAPO-
Ma. B cTaTbe nmpencrtaBieH KIMHUYECKUI cydaid OMHOIO U3 BapUaHTOB Te-
yeHUs AIIC 1-ro Tua, 3aTparmBaroTCsI BOITPOCH TPEEMCTBEHHOCTH JETCKIX
U B3POCJIbIX 3HIOKPUHOJIOTOB M CMEXKHBIX CIIEIIMAICTOB.

ATIC I-ro Turma yaiie BCTpeyaeTcsl B PaKTUKEe JETCKOTO SHAOKPUHOJIO-
ra, Tak KaK B cpeqHeM ITNK MaHudecTallni JaHHOTO 3a00J1eBaHus — 12 J1eT.
Jna naHHOI MAaTOJOTUM XapaKTepHa KJlaccuyeckasl Tpuajaa Yaiitekepa: co-
yeTaHWe HEeIOCTaTOYHOCTU MapallMTOBUIHbBIX XKeJIe3 U MepBUYHON HaAIo-
YEYHUKOBOW HEMOCTAaTOYHOCTU C KOXHO-CJIMU3UCTHIM KaHaumo3om. AIIC
1-ro THMIMIa — MOHOTEHHOE 3a00JIeBaHUE C AyTOCOMHO-PEIECCUBHBIM TUIIOM
HacJeIoBaHUsI, B OCHOBE KOTOPOTO JIEKUT HapyIlIeHWe CTPYKTYPhI FeHa ay-
TonMMyHHOTO perynsitopa (AIRE). Belok «ayTOMMMYHHBIN PETYIISITOP»,
SIBIISTIOIIUIACS] TIPOTYKTOM 3TOTO TeHa, OTHOCUTCS K TPYIITE TPAHCKPUIITOP-
HbIX (DaKTOPOB 1, MPEANOJOXKUTEIbHO, YIaACTBYET B PETryJISILMU ayTOMMMYH-
HOTO OTBETA.

Ha ceromgusmauii neHp onucaHo 6osee 70 myrauuii B reHe A/RE. Hau-
0oJ1ee YacToil B pOCCUICKON MOMYISILUMY, TaK Xe KaK U B (PUMHCKOM, SIBJISIET-
csa mytauust R257X B 6-M 3k30He reHa A/RE (3aMeHa LIUTO3MHA TUMUHOM
B IIOJIOKEHMU 769, 4TO MPUBOAUT K 3aMEeHE aprMHMHA CTOII-KOJOHOM), Ta-
KUM o0pa3oM, oOpa3yeTcss YKOPOUEHHbBIN Oe0K, He BBHIMOJHSIOIIUNA HOP-
MaJIbHYI0 (DYHKIIHUIO.

AIIC 1-To THIIa C OTHOCUTEJIPHO BHICOKO YaCTOTOM BCTpedaeTcs B (PUH-
ckoit monyssiuuu (1:25 000), cpenu npanckux espees (1:9000) u capnuHIeB
(1:14 000), 9TO CBSI3aHO C IIMTEIHLHOU TEHETUUECKOUW M30JIMPOBAHHOCTHIO
JAHHBIX HAPOIOB, C OMMHAKOBOM YaCTOTOM BCTpeUyaeTCs KaK y KEHIIMH, TakK
Uy MY>KUMH.

Knununueckue nposisnenus: npu AIIC-1, cpoku ux MOSBIAECHUS U CTe-
MeHb BBIPAXXEHHOCTU 3HAYMTEIBLHO BapbUPYIOT. B OOJIBIIMHCTBE cydyacB
MaHMdecTalus TPOUCXOIUT CO CAU3UCTO-KOXKHOIO KaHAKWI03a, pa3BUBal0-
IIETocs B TIepBbIe HECKOJIBKO JIET XKU3HU, MIPU 3TOM HaOJII0IaeTCs TTopaxe-
HUE CIIM3UCTBIX 000JI09eK TTOJIOCTH PTa, MOJIOBBIX OPraHOB, a TAaKXKe KOXMU,
HOTTEBBIX BaJIMKOB, HOrTteil. Kpome kiaccuueckoil Tpuaabl, Cpelu 3HIO-
KPUHHBIX HAPYIIEHWI MOTYT BCTPEYaThCsl MEPBUYHBINA TUITOTOHAAM3M, TIEp-
BUYHBIN TUTIOTUPEO3 B MCXOAe ayTOMMMYHHOTO TupeonnuTa CJI 1-ro Trma,
a TakxKe psil HEOHIOKPUHHBIX ayTOMMMYHHBIX 3a0oJieBaHuit (Tadi. 2.1).

CTOUT OTMETUTh, YTO CYLIECTBYIOT Cyyad MaHUdecTaluu 3a001eBaHus
HE TOJIbKO KOMITOHEHTaMU KJIACCUYECKOI TpUaabl, HO OoJiee peaIKNMU TTPO-
gBieHusIMu, TakuMu Kak CJI 1-ro tuma, nucrijiasust 3yOHOH 3Maiu, CUH-
JPOM MaJibabCoOpOLIMU.
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Tabnunya 2.1

Mpu3Hak 3abonesanus PacnpocTpaHeHHOCTb, %
lMnonapatupeos 76-96
K0XXHO-CRN3NCTbIN KaHana03 17-100
MepBryHas ayTOMMMYHHAs Hafno4Ye4HUKOBaAs HeaocTa- 72-100
TOYHOCTb
MepBUYHbIA TMNOTOHAAN3M Y XKEHLLMH 26-45
AyTOUMMYHHbIA TUpeonauT, unu 6onesHb Mpensca 10
CO 1-ro Tuna 2-5
AyTOMMMYHHBI renatut 12
MepHnLMo3Has aHemus 14
Anoneuus 30
Butunuro 4
Manba6cop6uus 23

B cTtaTthe ocBelieHa BaXKHOCTH ITPEEMCTBEHHOCTH IETCKUX M B3POCIBIX
SHIIOKPUHOJIOTOB U IPYTMX CMEIMAaIuCTOB Ha mpumepe nanueHta ¢ AITIC
1-ro Tuna, MmaHudecranus 3adojJeBaHNsI KOTOPOro MPOU30IiIa B BO3pacTe
4 jieT, a TaKXKe TaKTUYECKME HEJOCTATKU U OLIMOKM B €ro BeICHUM.

IMamuent X., 25 mer, xkxutenb Pecryonmmku WHATYymIeTns, odpatuics
B oraeienue teparmu PI'BY «HMMUWI sHmnokpuHoOIOrMU» € KajgodbaMu
Ha MEePUOANYECKYIO BBIPAXKEHHYIO ¢J1a00CTh, TOJIOBHBIE 00JIM, 00JIU B 00JIa-
CTH cepilia, COTPOBOXIAIOIINECS OHEMEHUEM Ty0 U TaJIbIIeB JICBOM PYKMH,
JOKEHHUE TI0 XOMy MUIIEBAPUTEILHOTO TPAKTa MPU IIpUEeMe TOPsTYei TUIIIN.
HanHoe oOpallieHue cTajio TpeTbuM. M3 aHaMHe3a U3BECTHO, UTO C 4-JIeTHe-
TO BO3pacrTa IaleHTa 0eCITOKOSIT N3MEHEHUSI HOTTEBBIX TJIACTMHOK (OHM-
XOMUKO03). B 13 neT pasBmiach KIMHWYECKAs] KapTHHA HAOIIOYCYHUKOBOM
HEIOCTaTOYHOCTU — ITOSIBUJIMCH PBOTa, CUJIbHAsI C1a00CTh, KPaTKOBPEMEH -
Hble TTOTEPU CO3HAHUs, 3adAepxkKa pocTa. C BhIlIeyKa3aHHBIMU Kajgobamu
MMaIMeHT 00OpaTUIICI K SHIOKPUHOJIOTY IT0 MECTY JKUTEIbCTBA, OBIJT TOCIINTA-
JIM3UPOBAH B CTAllMOHAP, B X0OAe 00C/IemOBaHUS TUAaTHOCTUPOBAaHA IIePBUY-
Hasl HaAITOYEeYHUKOBas HeJOCTAaTOYHOCTb, HayaTa 3aMeCTUTeIbHas Teparusl
npeaHu3osioHoM (1 Tabierka, 5 Mr/cyT) u daynpokoptuzoHom (Koptuned-
dom?) (1/2 tabnerku, 0,05 Mr/cyt). Ha dhoHe Jie4eHMsI COCTOSIHME TaLAEHTa
ynyuymmiock. B 2004 r. mauueHTy B CBSI3U € yXYAUIEHUEM CaMOUYYBCTBUS
(cTanu 6ecrmoKouTh PBOTA, CJ1A00OCTh, FOJIOBHBIE 00U, MOTEMHEHUE KOXXHOTO
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MOKpOBa, BbIMAAEHWE BOJOC) JM03a IPEIHU30JO0HA OblIa YBeIWYeHa
1o 10 mr/cyr, pnynpokoprusona (Koprunedda?) — 1o 1 TabaeTKn B CYTKH.
B mocnenytoiiemM manmneHT caMOCTOSITEIbHO MOBBICWII 03y MPEIHU30JI0HA
10 6 TabaeToK B cyTKU. OOydeHMe TallieHTa 10 KOPPEKIIMU J03UPOBOK Tpe-
mapaToB He IMPOBOIMIOCE.

B centsa6pe 2008 r., B Bo3pacte 19 neT, BepBbie ObLT TOCIIUTATN3UPOBaH
B OI'BY «<HMMULI sHI0KpHHOIOTMU» C KajobaMK Ha TpHUOaBKy MacChl Tejia
(7 xr 3a 3 Mec), nosiBJieHWe CTPUI CUHIOIIHOTO 1IBETa Ha KOXe XXMUBOTa, M0~
SICHUYHOU 00J1acTy, 3yAsII1e BbICHITaHUS Ha KOXe IPyIu U KOHEUHOCTEN,
nedopMalrio HOTTeBbIX TUIACTUHOK PYK U HOT, CHUDKEHUE 3pEHUsI, OTeKU
CTOIl, 0O B TO3BOHOYHMKE. Pe3ynbraThl 1aG0OpaTOPHBIX U MWHCTPYMEH-
TaJbHBIX HCCJIENOBAHUI, KOHCYJIbTAIIMUA CIIEIIMAIUCTOB ITIPEACTaBIEHbI
B Tabm. 2.2. B xome MHCTpyMEHTAJIbHBIX MCCIENOBAHUI ObUIM BBISIBJICHBI
OCJIOXKHEHUSI HealeKBaTHOU TIIOKOKOPTUKOWIHOUW Tepamuu (TacTpOITaTHS
1 OCTEOIOpo3), J03a IMPEeTHM30JIOHA OblIa CHMXeHa 10 7,5 mr/cyt (5 mr
yrpoM 1 2,5 Mr B 06en), puynpokoprusona (Koprunedda?) — 100,05 Mr/cyr.
B cBs13u ¢ AMarHOCTUPOBAaHHBIM CTEPOUIHBIM OCTEOIIOPO30M (Z-KpUTepuu
B Li—L;v —3,8) pekoMeHnOBaH IpueM KOMOMHUPOBAHHBIX IMpPErapaToB
Kajapliugd U BUTaMMHa D. JIaHHBIX O TUIIONapaTUpeo3e, TMIIOrOHaau3Me
B XOJI¢ TOCTIUTAIU3ALMU HE TTOJYyYEHO.

B 2011 r. mamueHT ¢ rpymnioil OXXupeHust TOBTOPHO MOCTYITWI B OTAEJIe-
HUE Teparuu ¢ kajaobaMu Ha c1aboCTh, CHUXKEHWE 3peHUsI, BBITTaJicHe BO-
JIOC; TaHHBIE CUMITTOMBI TTO MECTY KUTEThCTBA PACIIEHEHBI KaK JeKOMIIeHCa-
U HaOAOYCYHWKOBOW HEIOCTAaTOYHOCTH, 103a IIPEeIHU30JI0HA ObLTa
yBeamdyeHa n1o 20 mr. JlaHHBIE KIMHUYECKOTO, OMOXMMHNIECKOTO U TOPMO-
HaJIbHOTO aHaJIM30B KPOBU, MHCTPYMEHTAJIbHBIE U JIAOOPATOPHBIE UCCIIEI0-
BaHUs MpeAcTaBieHbl B Ta0J. 2.2. [To pe3ynbTaTaMm UCCaeq0BaHUI, yUUTHIBAs
JlaHHbIe 330(haroracTpoayolIeHOCKONNM, OTCYTCTBME aOCOMIOTHBIX MoKa3a-
HUI K YBEJIMYEHUIO 1O3bl MPEIHNU30J0HA IO MECTY XKUTEJIbCTBA, 103a Ipe-
rmapara Oblia CHYKEHa 10 15 MT/CyT, peKOMEHI0BaHO ITOCTETIEHHOE CHIXKEe-
HUe 103bl B aMOyJIaTOPHBIX YCIOBUSX H0 5—10 wmr, ¢ayapoKopTU30H
(Koptunedd?) o 0,05 Mr, B CBA3H C MOJOKUTETBHON IMHAMUKON JEHCUTO-
MEeTPUU PEKOMEHIOBaH MPOMPUIaKTUUECKU IPUEeM PernapaToB KaIbIIHI.

B 2013 r. BHOBb m1aHoBoO rocnurtaiausuposad B ®I'BY «<HMMUL sumno-
KpuHOJoruu». Ha MOMEHT rociuranu3aiuy nauueHT IPUHUMAJ IIPeIHNU30~
JIOH 1o 12,5 mr/cyt ogHOKpaTHO yTpoM, (ayapokopruson (Koprunedd?)
o 0,05 Mr/cyT yTpom.

IIpu ocmoTpe: HeBbICOKUIT pocT mamueHTa (157 cM), GienHO-pPO30BbLIE
CTpUM Ha OOKOBBIX MOBEPXHOCTSIX XKMBOTA, HOITU Ha PyKax M HOrax ucyep-
YeHbl, YTOJIIeHbl U gedopMupoBaHbl (puc. 2.20), BOJOCSIHON MOKPOB
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Tabnunya 2.2
JlabopaTtopHble U MHCTPYMEHTAJIbHbIE UCCIIEL0BAHMUSA,
KOHCYNbTaLWKU CNeuuanucToB, CBOAHbIE aHHbIE
Napamerp 20081, | 20111, | 2013~ 5’33’2’;‘? Peﬂ‘:’;‘;’;g‘:"“
HUs
O6LLEKNHNYECKII aHann3 KPOBY
dpUTPOLUTHI 49 44 454 10'2/n 43-58
Femorno6uH 150 133 140 r/n 132,0-172,0
lematokput 444 39,8 39,8 % 40-50,9
buoxnmmaecknii aHann3 Kposu
[ToKo3a 4.3 4,3 47 MMONb/N 3,1-6,1
benok o6wwmit 73,2 70,6 74 r/n 64,0-83,0
XonectepuH 061K 58 55 5,7 MMONb/N 3,3-5,2
Tpurnnuepuabl 11 0,8 0,9 MMONb/N 0,1-1,7
Kpeatunun 76 75 73,7 MKMOJTb/N 63,0-110,0
AnaHnHammnHoTpaHcde- 35,6 28 10 E/n 0,0-55,0
pasa (AT)
AcnapTataMuHOTPaHc- 20,7 17,3 16 EL/n 5,0-34,0
thepasa (ACT)
Kanbuuin o6wwuin 2,55 2,4 2,55 MMONb/N 2,1-2,55
Kaqbu,mﬁ MOHU3NPOBAH- 1,19 1,1 1,18 MMONb/N 1,03-1,29
HbIN
®ocdop 2,04 1,3 1,25 MMOJTb/N 0,74-1,52
bunupy6un obLnii 8,6 11,6 9,8 MKMONb/N 3,4-20,5
lopmoHanbHoe ncenefoBaHne
TTT 0,6 0,69 1,6 MEL/n 0,25-3,5
nr 3,5 5,9 — EL/n 2,2-11
ocr 3,6 4,0 — EL/n 1,6-9,7
[MapatnpeoungHbIn rop- 16,7 16,8 — [r/mn 15-65
moH (MTT)
AKTUBHOCTb peHUHA 2 6,0 2,8 HI/MA/M 1,9-6,0
nnasmel
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Okonyaune 1abn. 2.2

0,1 cm, neBblit

He onpenenseTcs.
06beMHbIX 06pa30-
BAHWUN He BbISIBNEHO

HE YBESMYEHbI.
06beMHbIX 06pa-
30BaHMNil HET

EauHnua N
Napamerp 20081, | 20111, | 20131, | uamepe- | T CPEPEHCHbIN
uHTEpBanN
HUA
TectocTepoH 415 28 25,7 HMOIb/N 11,0-33,5
VIHCTpYMeHTarbHble NCCEeA0BaHNS
MeTop uccnegosanus 2008 r. 2011 r. 2013 .
J30charoractpoayope- 9IpO3MBHBbIiA KaHanpo3 nuuie- KananposHbii
Hockonus aHTPaNbHbIN BOJa. IPO3NBHbLIN | 330CaruT,
racTpuT ¢ Npu3Ha- aHTpaNbHbINA ractpoasodare-
Kamu ananefie3Horo | racTpuT ¢ Npu3Ha- | anbHas ped-
KPOBOTEYEHMUS. Kamn 060CTPeHNs. | JHOKCHas
lactponarus 9pO3UBHbIA ByNib- | 60J1€3Hb, 3pO-
Ha (hoHe npuema 6uT. f3BeHHas 31BHbIIA 330(Da-
CTEpOMAHbIX Npena- | 601e3Hb ABEHAA- T | cTaguuy,
paToB LlaTUNepCTHON NOBEPXHOCTHbIN
KnLkmn, o6ocTpe- racTput 6e3 npu-
HUe 3HaKOB 060CTpe-
Hus (puc. 2.23)
[leHcutomeTpus -3,8;,-1,5 -2,2;-0,6 -1,8; 0,6
(Z-Kputepuu B nosic-
HUYHOM 0TfeNe No3Bo-
HOYHUMKa L-L,y, npokcm-
MaJibHOro OTAena f1eBoii
6eflpeHHON KOCTH)
Y3 Hagno4Ye4yHNKoB HaanoyeyHuku: Haano4eyHukn He npoBoannoch
npaebli pa3mepom ¢ 06enx CTOPOH
2,0x1,0 cm, TONWM- | BU3yanuanpytoTcs
Ha HOXeK — (bparmeHTapHo,

KoHcynbTaums orane-
monora

HavanbHas
OCNOXHEHHas
Karapakra 060ux
rna3. CnoXHsbli
MUOMUYECKUI
aCTUrMaTunam

Mwuonus cnaboi
crenenun. Ocnox-
HEHHas KaTapak-
Ta. BoamMoXHO
npoBefeHne
thakoamynbcudom-
KaLym n umnnax-
TalUUmn UHTPAOKY-
JIAPHO NINH3bI
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4
Puc. 2.20. OHNXOMNKO3 HOTTEN pyK naun- Puc. 2.21. ludpcpy3Has anoneuns y nauyu-
eHTa X. eHTa X.

) ST W ST e
izt ‘*”,: R /
Puc. 2.22. [lucnnazus 3y6Hoi amanu Puc. 2.23. 3Hpockonuyeckas kapTuHa npu

330(paroractTpoayoneHoCKoNumM nawymeHTa X.
KanguposHblil a3ogharut

royioBel — auddysHas amomnenus (puc. 2.21). B poToBoit momoctn oTMeva-
eTCs1 TUToTUIa3us 3yoHoi aManu (puc. 2.22). S3bIK 00J10XeH OeabiM Hasle-
toMm. [TarimeHT cocToUT B Opake, BOCIIUTHIBAET TPOUX JIeTel (BCE AEBOUKM).
Takum obpa3om, B Xoae 00CJIeIOBaHNS Ha OCHOBAaHUU BBITIOJTHEHHOTO
OMOXMMMYECKOTO aHajn3a, a UMEHHO HOpMaJIbHBIX TToKa3areneit dhochop-
HO-KaJIbIIMEeBOro OOMEHa, BHOBb MCKJIIOYEHO HaJMYME THUIIONIapaTHpeo3a
(ogHOoro u3 kjaccuueckux kKomroHeHToB AIIC 1-ro tuma). Ilo maHHBIM
TOPMOHAJIBHOTO MCCJICA0BAaHMS, MOATBEPXKICHO OTCYTCTBHE TMIIOTHPEO3a
(yposenb TTT — 1,6 ME[l/n1) u runoroHaausmMa (ypoBeHb TECTOCTEPOHA —
25,7 HMoIb/11). JIaHHBIX O HAPYIIEHUU YIJIEBOAHOTIO 0OMEHA TaKXKe He MOJTy-
YEHO, YPOBEHb IJIIOKO3bl — B IIpeaesiax pedepeHCHbIX 3HaueHuii. OleHKa
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aeKBaTHOCTU [O3bl 3aMECTUTEJIbHOW Tepanmuu MUHEPaTOKOPTUKOUAAMU
MPOBOIMIIACH IO YPOBHIO aKTUBHOCTH PEHWHA B TIJTa3Me; YYUTHIBAST €TO HOP-
MaJibHble 3HaueHus, n1o3a ¢payapokoprusona (Koprunedda?) He meHsnach
(0,05 mr/cyT). UTO XKe KacaeTcs 3aMEeCTUTEIILHOM TITIOKOKOPTUKOWIHOM Te-
panuy, MauMeHTY BBUAY OOJIbIIEeH (PU3MOJIOTUIYHOCTH PEKOMEHIOBaHA 3a-
MeHa MpegHusonoHa ruapokoptuzoHoM (Kopredom?®) B 3KBHUBajIeHTHOI
no3e [12,5 mr mpenHusosoHa cooTBeTcTBYeT 50 Mr ruapokoptu3oHa (Kop-
Teda?) B cyTKH|, a TAKXKE, YIUTHIBAS BLIPAXKEHHYIO CJIA00CTD B TEYEHUE THS,
M3MEHEeHa cxema IpueMa npernaparta: BMECTO OMHOKPAaTHOIO PEKOMEHI0OBaH
TpoeKpaTHBIN TipueM ruapokoprusona (Kopreda?) — 30 mr yrpom, 10 mr
B 0o0en, 10 Mr Beuepom. B xome obcienoBaHusl ObLJIO BIEPBbIE BHIMOJIHEHO
TreHETUYEeCKOE UCCIIeIOBaHME, IO pe3yJibTaTaM KOTOPOTO ITOATBEPKIEHO Ha-
JINYKE YacToi NIt poccuiickoi momynsuuu mytauuu R257X B rene AIRE
B TETEPO3UTOTHOM COCTOSTHMHU. 71T TOMCKa BTOPOI MyTallli HEOOXOTMMO
MIPOIOJKUTH CEKBEHUPOBAHME IPYTUX SK30HOB.

B nociennue rogsl B Mupe Hapsioy ¢ TeHETUYECKUM ITPOBOIUTCS MCCIIe-
JIOBaHUE YPOBHSI aHTUTEN K w-UHTepdEepoHy, oIpeacieHre KOTOpOro Io-
3BOJISIET MOATBepAUTh AuarHo3 AIIC 1-ro Ttuma gaxke Ha DOKJIMHUYECKOM
cragun. B 2006 T. A. Meager omyOJaMKOBal pe3yJbTaThl MCCIIEIOBAHWM,
B KOTOPBIX MTOKa3aHO, YTO aHTUTEIA K W-UHTEPMEPOHY SIBISIOTCS BBICOKO-
cnetpuuHbiMu 115t ATTC 1-ro TUNa U MOTYT CIY>KUTh OCHOBHBIM JUarHO-
CTUYECKUM MapKepOM 3TOTO 3a00IeBaHMSI.

Y maiveHTa BBISIBJIEHO HAJIMUME BEICOKOTO TUTPA aHTUTEN K (0- U Qly~-UHTEP-
deponam. MccaemoBanme mpoBOAMIOCH B TabopaTopuu YHUBepcurtera bep-
reHa (prof. Eystein S.H. u Breivik L. Department of Clinical Science,
University of Bergen). YuuTbsiBasi HaJuuMe OBYX OCHOBHBIX KOMITOHEHTOB
AIIC 1-ro Tumna (XpOHMYECKOTO KOKHO-CIM3UCTOr0 KaHAUI03a U MepBUY-
HOI HAAIIOYEYHUKOBOI HEAOCTAaTOUHOCTH ), BBICOKMIT YPOBEHb aHTUTEN K M-
U oy-uHTepdepoHaM, nuarHo3 AIIC 1-ro Tuma He BbI3BIBAET COMHEHMSI.
Kano6el manrieHTa Ha 6011 B 00J1aCTH CEP/ILIA HOCSIT pEAaKTUBHBIN XapakTep,
BEpOSITHEE BCETO, OOYCJIOBJIEHBI ITATOJIOTUEN KTy I0YHO-KUIIIEYHOTO TPaK-
Ta, a UMEHHO TPMOKOBBIM TTOpaskeHWEeM TieBona. IlammenTy Ha3HadeHa
MIPOTUBOTpHOKOBas Tepanus (mudrokaH o 50 MT B TeueHUe 7 THEH, 3aTeM
o 150 mr | pa3 B Hezmento, a Takke Hosbnasa 1o 20 mr 1 pa3 B cytku). Beer-
Ja ClIeAyeT MOMHUTH O BO3MOXHOM BJIMSIHUU BHIIIIEYKa3aHHBIX IIPEIIapaToB
Ha OMOIOCTYITHOCTDb TTIOKOKOPTUKOMIOB IIPY UX OMHOBPEMEHHOM MCITOJIb-
30BaHMM BHYTPb U YYUTHIBATh BO3MOXKHOE CHIDKEHNE OMOIOCTYITHOCTU TP
noadoope mo3upoBKU. KpomMe Toro, BBUIY BbIpak€HHOTO MOPaKeHUsT HOT'Te-
BBIX IJIJACTUH Ha pyKax M HOrax MalMEeHTy peKOMEHIOBaHAa KOHCYJIbTallMs
MUKOJIOTa U1l pelleHus] Bompoca 00 ymaJeHUM W3MEHEHHBIX HOTTEBBIX
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rtacTuHOK. 1o pe3yabTaTaM KOHTPOJbHOI IEHCUTOMETPUU Ha (poHe pemy-
IIMPOBAHUS TO3BI TTTIOKOKOPTUKOMIHBIX ITPEIapaToB B TeUeHNE HECKOJIbKIX
JIET, TIEPUOINYECKOTO IpreMa KOMOMHMPOBAHHOIO TIperiapara KaJlbIIs
1 BuTaMuHa D oTMedaeTcst BhIpakeHHasl TTOJIOKUTETbHAst TMHAMKKa 110 YBe-
JIMYEHUIO MUHEPAJTbHOM TIOTHOCTU KocTu (MITK) 1Mo3BOHOYHMKA U TTPOK-
CHUMaJIbHOTO OTIejIa OeIPEHHON KOCTH, YTO TpeOyeT NajbHENIIEro poBe/ie-
HUS Tepamnuy TperapaTaMy KaJblus B COYETAHNN ¢ BUTAaMIHOM D.

[Tocne KoMIuIeKCHOTO 00CIeI0BaHMsI, HA OCHOBAaHUM TTOJTYYE€HHBIX JIaH-
HBIX OKOHYATETbHBIN KIMHUYECKUI TNarHO3 ObUT C(DOPMYTMPOBAH CIIeIyi0-
UM 00pa3oM.

OcnoBHoI1: «AIIC 1-ro Tuma: repBUYHast XpOHUYECKash HAIIIOYeUHUKO-
Basl HEAOCTATOYHOCTh, KOMITEHCAIINS; KOXHO-CIU3UCTBIN KaHINmo3 (KaH-
IUIO3HBINA 330(paruT, KaHAUI03 HOTTeBBIX TUIACTUHOK); IUCILIA3UsI 3yOHOI
smanu, nuddy3Has amornenus. CTepoumaHasi OCTCONICHUS».

ComnyTcTByIolue 3aboneBaHus: «Dpo3uBHBIN 330darut I cragun. Ilo-
BEPXHOCTHBIN TacTpUT BHe obocTpeHus. ['acTposszodareanbHas peditokc-
Has 0oJie3Hb. f3BeHHas1 00JIe3Hb ABEHANLIATUIIEPCTHOM KHUIIKKA BHE 000-
ctpenusi. OcaoxXHEHHasl KaTapakTa o0oux ra3. Muomnus ciiaboit cTerneHu.
CJI0XHBIIT MUOTIMYECKUI aCTUTMATU3M».

06cyxnaenue

OnucaHHbI! KIMHUYECKUU npuMep nanueHTa X. IeMOHCTPUPYET OIUH
u3 BapuaHToB TeueHust AIIC 1-ro Tuna. M3BecTHO, YTO MPOIOKUTEIbHOCTh
xku3Hn B Gunangannu mamyeHToB ¢ AIIC 1-ro Tnmna B cpenHeM okoiio 40 et
3a CYET paHHMX cMepTeil, Ho gocturaeT u 60—70 ner. B npyrux ciydasx,
0COOEHHO MPU MPUCOCTUHEHNHU ayTOUMMYHHOTIO TTOpakeHuUsI MEYeHU C pas-
BUTHUEM LIMPPO3a, arulaCTUYECKON aHEeMUU, MPOJOJLKMTEIbHOCTb >XU3HU
MalMeHTOB MOXeT He mocTturath 30 jeT. XoTeaoch Obl OTMETUTh, YTO Y JaH-
HOTO TallMeHTa BCE ero kajao0bl paclEHUBAINUCH KaK MPOSIBICHUS TEKOM-
MeHCcallu XPOHUYECKON HaANOYeYHUKOBOW HemocTaToyHOoCTH. IloBblie-
HUE TO3MPOBKH TITIOKOKOPTUKOMIHBIX ITPETIapaToB CBHIIIIE 3aMECTUTEIHHBIX
JT03 TIPUBEJIO K PA3BUTHIO CTEPOMIHOTO OCTEOIIOPO3a U racTPOIIaTUH, a TaK-
3Xe, BO3MOXHO, VXYAIIMJIO TeUeHWE CHUCTEeMHOro Mmko3a. K coxkaneHwmio,
MMAIlMEeHT TIPOKMBACT B OTIAJICHHOM PETMOHE W TTIOCTOSTHHO Y SHIOKPUHOJIO-
ra He HaOmomaercs. B xome mociemHel rocrMTaim3alni ObIIa BBISIBICHA
JIeKOMIICHCAIINST KaHANA03a, YTO IMOTPeOOBAJIO CUCTEMATUUECKOTO TIpreMa
MpoTUBOTrprOKOBO# Tepanuu. [1pu kanauno3se y narmeHToB ¢ ATTC 1-To Tuna
IpenapaTaMy BBIOOpa SIBIIIOTCS (DIIFOKOHA30JT (TIPeIjIaraloTcs CICIYIOIIe
cxembl: 1o 50 Mr 7 gHeit, 3ateM 150 Mr 1 pa3 B Hemelnto B TeUeHHE 2 Mec,
Kypc — 1—2 pa3a B roa1), MECTHO MIPU MOPaXXeHUU HOTTEU — JIo1eput (9K30-
IepUT), JaK IJIsST HOTTel, B KauyecTBe MPOQPMIAKTUKN — II0JIOCKAHUE POTO-
BO¥ TIOJIOCTH PACTBOPOM XJIOPTeKCUAMHA 2 pa3a B IeHb.
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T'unoronaguam — goctaTouyHo 4yacThlit KomroHeHT AIIC 1-ro Tuna, Ko-
TOPBIIA SIBJASETCS OCHOBHOUW NMPUYMHON Oecriionusi. Y MaHHOro MalyMeHTa
OTCYTCTBYIOT KJIIMHMYECKWE TPU3HAKW TUIIOTOHAAM3Ma, KaK YITOMHHAJIOCh
BBIIIIE, OH COCTOUT B OpaKe U MMeeT TPOUX AeTe, TCHETUIECKOE MCCIIeIOBA-
HIUE y KOTOPBIX HE MPOBOAWIOCH, B HACTOSIIEE BpeMsI KIMHUUECKUX CHM-
nToMoB AIIC y neBouek HeT. Xots AIIC 1-To TMITa — MOHOTEHHOE 3a00JIe-
BaHHUE, B JUTepaType OIMCAHBI M CeMEWHBIe Ccllyyaud, TaK 4YTO IIpU
IUIAHUPOBAHUY CEMbU TALIMEHTaM MOTYT ObITh PEKOMEHIOBaHbI KOHCYJIbTa-
1Msl TeHEeTUKA U UccaeaoBaHue MyTauuii reHa AIRE napTHepa A1 MUHUMU-
3allMM PUCKa POXIEHUS B CeMbe peOEHKa C TaKOW TSKEJO MmaTOJIOTUei.
Kocmernueckne nedeKThl TTAlMEHTOB (aJoIenus, KaHAWI03 HOTTEBHIX
IUTACTUHOK), O€3YCIOBHO, TIPUBOASIT K CHIDKEHUIO CAMOOIICHKM M KauecTBa
KHM3HU, O YeM B JINTepaType MOSBISETCS Bce OOoJbIlIe maHHBIX. Henb3s 3a-
OBIBATH O BBICOKOI PACIIPOCTPAHEHHOCTU NMCIUIA3UM 3yOHOI 3Mayiv, 4TO
TpeOyeT INTEIBHOTO JICUCHUS U IIPOTE3UPOBAHMS Y OPTOIOHTOB.

Hecmotps Ha To yTto MaHudecTtamusg AIIC 1-ro Tumna mpuxoguTcs, Kak
MpaBUJIO, HA paHHUI NETCKUI BO3paCT, pa3BUTHUE Pa3IMUYHBIX KOMIIOHEHTOB
JIaHHOTO CMHIPOMAa BO3MOXKHO Ha MPOTSLKEHUM BCel XXKU3HU. TakuM obpa-
30M, MalUMEeHTHI ¢ auarHoctupoBaHHbIM AITC 1-ro Tumna HyxXnaroTcsl B IU-
HaMMYECKOM HaOJIONCHUU Y SHAOKPUHOJOIOB HE TOJbKO IS Iomadopa
aJeKBaTHOM 3aMEeCTUTEILHON Tepalni, HO W IJIST pAHHETO0 CBOEBPEMEHHOTO
BBISIBJICHUSI HOBBIX KOMITOHEHTOB, OLIEHKA HEOOXOOUMOCTU TTPUBJICUCHMUS
CMEXXHBIX CITEIIMAINCTOB, YTO B KOHEYHOM CYETE IOJIKHO TPUBOIUTH
K YAYYIICHUIO KayecTBa M TPOMOIKUTEIBHOCTH UX XKU3HU. CTOUT OTMe-
TUTh, YTO C BO3PACTOM MOTYT Pa3BUBATHCS U Pa3IMUHbIC HEAYyTOUMMYHHBIC
3a00JIeBaHUsI, OMHAKO 3a4aCTyI0 BCE CUMIITOMBI BOCIIPMHUMAIOTCS CIIeLIMa-
JIMCTaMM KakK JeKOMIIEHCAllMsl HaIOYeYHUKOBON HEIOCTaTOYHOCTH, UTO
B KOHEYHOM CYeTe MPUBOIUT K HealeKBaTHOMY MOBBIIIEHUIO 03 IIIOKO-
KOPTUKOMIHBIX MPerapaToB U MPUCOSIMHEHUIO OCTOXHEHUN Mocie TaKon
Tepanuu. K coxxaneHuto, 00beKTUBHbBIX 1a00PaTOPHBIX MPU3HAKOB MEIUKa -
MEHTO3HOM KOMIIEHCAIIUW HaIIIOYeYHUKOBOI HEITOCTATOYHOCTH HE CYIIe-
CTBYET, OMHAKO HACTOPOKEHHOCTh JOJKHA OBITh HE TOJHKO B OTHOIICHUU
HEIOCTaTOYHON JO3MPOBKM 3aMECTUTEIILHOM Tepalni, HO 1 ee HealeKBaT-
HOTO 3aBhIIIcHUSA. Ha cerogHsIIHMIT IeHh B MUpPE pa3padaThIBAIOTCS ajiro-
PUTMBI CKPUHUHTA Pa3JIMYHBIX KOMIIOHEHTOB 3a00JIeBaHUsI, BKIIIOYAIOIINE
MEePUOANYECKOE OMpenesieHe OpraHOCIIeIn(UISCKIX aHTUTE U IUHAMMU -
yeckoe HabmoaeHue 3a nayeHTamu ¢ AITC 1-ro Tuna. besycnoBHo, cyle-
CTBYeT HEOOXOAMMOCTb CO3IaHMSI POCCUMCKOIO0 MEXIUCLUILIMHAPHOIO
KOHCEHCYCa MO BEIEHUIO 3TOI TPYIIbI MAlMEHTOB IETCKOTO0 M B3POCIOIo
BO3pacra.
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CaxapHblit guabeT 1-ro Tuna Kak ge6rT ayTOMMMYHHOI0
NOANrNAHAYNAPHOr0 CUHAPOMA

XpoHuueckas Haono4euHuK08as HedoCmamoyHOCmb AyMOUMMYHHORO eeHe3d
ecmpeyaemcs 3Ha4UMeNbHO yawe y nayuenmos ¢ CJ[ 1-eo muna u aymoummyH-
HbIMU 30001€8aHUAMU WUMOBUOHOI Jicene3bl, Yem 6 00uell NonyAayulU.

Oonako CI 1-20 muna 00604bH0 yacmo npeduiecmayem pa3eumuro XpoHuye-
CKOll Ha0no4e4HuKoeoil Hedocmamounocmu. Ilpu smom manugecmauus 6ore3Hu
Adoucona y nayuenmoes ¢ CI[ 1-e0 muna modicem 3Ha4umenvHo 6AUsims Ha KOM-
neHcayur yenego0H020 00MeHA, U3MeHss Memaboausm 2aKo03bl 8 opeaHusme.
Tlepsuunboiii eunokopmuyuzm nPpUEOOUM K CHUNCCHUIO YPOBHS 2Al0KOHeo2eHe3d,
VYMEHbULCHUIO NOMPEOHOCMU 8 UHCYAUHE U MONCem Oblmb NPUYUHOU He00BACHU-
MbIX, 4ACMO NOBMOPSIOUWUXC MANceablx eunoeaukemui. [lpu naznavenuu me-
Panuu npenapamamu eA0KoKOpmuKoudoe NOmpeoHOCHy 8 UHCYAUHE Y NayUeH-
moeé ¢ CJ[ 1-eo muna 3HavyumenbHo UsMeHsemcs.

B Kkaunuueckom cayuae onucamo passumue XpOHU4eCKol HaONo4e4yHUKO080
Hedocmamounocmu y nayuenma ¢ CJ 1-eo muna u nepeuuHbviM UNOMUpPeo3oMm
6 Ucxode aymouMMyHHO20 MUPeouduma, Conpo8oNcoasuLeecs: 603HUKHOBEHUEM
2UNOCAUKEMUHECKUX COCMOSHUL.

AyTOMMMYHHBII NONMrNaHAYNAPHbIA cuHApPOM 2-ro Tuna. K Bonpocy
0 MeTab0/IM4ECKOM KOHTPOJIE Y NALMEHTOB C CaxapHbiM AuabeTom 1-ro Tuna
B fe610Te XPOHMYECKOM HaANOYeYHUKOBOW HE0CTAaTOYHOCTH
A.A. Jlapuna, E.A. Tpowuna

ATIC 2-ro TuIa BKJI0YaeT MepBUYHYIO XPOHUYECKYIO HAAITOYEYHUKOBYIO
HEIO0CTATOYHOCTh AyTOMMMYHHOI IIPUPOIbI B COYETAHUM C ayTOMMMYHHbI-
MM 3a00JIeBaHUSIMM IIUTOBUIHON >Xejie3bl (IMEPBUYHBIM TUIIOTUPEO30M





