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AYTOUMMYHHBIA OJUT JIAHIY JISPHBIHN
CUHAPOM. HCXOJ TEYEHUA U TEPAIIUU HA IIPUMEPE
N3 KIMHUYECKOI'O CJIYYASA

AHHOTanusl. AYTOMMMYHHbIE MOJHUIJIAHIYJISPHBIE CHUHAPOMBI MPEJICTABISIOT COOOM
AYTOUMMYHHOC ITOPAXXCHUC IBYX U Ooitee OHAOKPHUHHBIX KCJIC3, IPUBOASAIINC K UX HEAOCTATOYHOCTHU
U COYETAIOLIUECS C Pa3jIMYHbIMM AayTOMMMYHHBIMH 3a0ojieBaHUSMU. JlaHHBIA P CHUHIPOMOB
ABJISACTCA KpaﬁHe pPCAKUM, HA CCFO)IHHIJ_IHI/II\/'I JCHBb JIMIIIb OKOJIO 20 IIaITUCHTOB I10 BceH BOpOHC)KCKOfI
o0JacTu CTOST Ha y4yeTe C JAMArHO30M «AYTOMMMYHHBIN MOJUITIAHAYJSPHBIA cuHapom». Hamu
ONHCAaH KIMHUYECKUM cnyqaﬁ OJHOI'0 M3 TaKHX MMNallUMCHTOB, TCUYCHHC 3a00/1eBaHUe KOTOpOro
HCYKIIOHHO COIIPpOBOXKAACTCA OCJIOXHCHUAMHU, a JICHCHUC BJICUHCT 3a coboit OIMpCACIICHHBIC
IIOCIICACTBHA. Mgl nocTaBUIIn IICJIb: 0603pCTB pem(nﬁ CUHAPOM C COBPCMCHHBIM IMOAXOJ0OM. I[J'ISI
AOCTHIXKCHUSA LEJIN PCUHICHBI 3aa4r: OJaTb ONPEACICHUC, ITPUBCCTU Knaccmi)nxaumo, PacCMOTpPETH
KJIMHUYECKUH Cllydail.

Abstract. Autoimmune polyglandular syndromes are autoimmune lesions of two or more
endocrine glands leading to their insufficiency and combined with various autoimmune diseases. This
series of syndromes is extremely rare, today only about 20 patients in the whole VVoronezh region are
registered with the diagnosis of "Autoimmune polyglandular syndrome™. We have described a clinical
case of one of such patients, the course of which is steadily accompanied by complications, and
treatment entails certain consequences. We set the goal to review a rare syndrome with a modern
approach. To achieve the goal, the following tasks were accomplished: definition, classification, and
clinical case.

KuroueBble ciioBa. AyTOoMMMYHHBIN NOMUTIaHAYISpHbIN cuHapoM; reH AIRE; kannunos;
TUIIOIIAPAaTUPCO3; IICPBHUYHASA HAAIIOYCUHUKOBAA HEAOCTATOYHOCTH, THUIIOTOHAIU3M; caxapHLIﬁ
nuabet | Tuna; KIMHUYECKUH clyvaif; aTpo(pHUecKuii racCTpuT; MEPHUIIMO3HAST aHEMHUSI.

OcHoBHasl YacTh

1) AymoummyHuwiti  nonuenaHoyaapueli  cunopom 1 muna- 310 3a00NeBaHUE C
ayTOCOMHO-PELECCUBHBIM TUIIOM HaCJIeJOBaHMsI, BO3HHKatolIee n33a myTaiuu rena AIRE, koTopsiid,
B CBOIO ouepe/ib, koaupyet Oeiok Autolmmune Regulator.

Cpenu Bcex THIIOB ayTOMMMYHHOTO TTOJUTIaHIYJISIPHOTO CHHpOMAa BCTpedaeTcsl Hanboee
penko. Manudecralus MpOUCXOUT B MIIaJICHUECTBE, PAHHEM JIETCKOM HJIH TTOJIPOCTKOBOM BO3pacTe
Y MMO3TOMY HAa3bIBAETCS FOBEHUJIbHOW ayTOMMMYHHOM HJAOKPUHONATHUEM.

Jlis  TOCTAaHOBKM  JMAarHo3a  HWCIONB3YeTCS  XapaKTepHas  TpHala  CHUMIITOMOB:
MEePCUCTUPYIOIUNA XPOHUYECKUI KaHIUA03 KOXKHU U CIM3UCTBIX 000J0YEK, MPHUOOPETEHHBIH
TUTONAPATUPEO3 U XPOHUIECKAs HAIMTOUYCIYHIUKOBAS HEIOCTATOYHOCTD.

2) AymoummyHHblil  NOMUSIAHOVIAPHBIUL  CUHOpOM 2 muna- 9STO 3a00JIeBaHUE,
BKJIIOYamomee B ce0s MEPBUYHYIO HAANOYEYHUKOBYIO HEIOCTaTOYHOCTh B COYETAHHH C
ayTOMMMYHHBIMH 3a00JI€BaHUSIMH IIUTOBHIHOM KeJe3bl W/UJIN caxapHbIM n1uadeToM | Tuma.
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Berpeuaercs game. Manugecranust 3abosieBanusi npoucxoauT B Bospacte 20-60 ier, HO
HauOosiee yacto nmpuxoautcs Ha 30- 40 mer.

3) AymoumMmyHHblll  NOAUSIAHOVAAPHLIUL — CUHOpoM 3 muna- 3TO  COUYETAHHE
ayTOUMMYHHBIX 3a00JIeBaHMI IMUTOBUJIHOM JKeJe3bl C JPYTUMH DJHIOKPHUHHBIMH U HE
SHJAOKPUHHBIMH ayTOMMMYHHBIMH TAaTOJIOTHSIMH, C YCJIOBHEM OTCYTCTBUS HapymieHUs (pyHKIUU
KOpBI HAAMOYEYHUKOB U TUIIONIapaTUPE03a.

Manudectupyer y B3pocibix. K OCHOBHBIM KIMHUYECKHUM TPOSBICHUSAM MOTYT
MIPUCOCIUHSITHCS IPYTHe CUMIITOMBI, UTO IMO3BOJISIET pa3euTh 3a00JIeBaHNE HA TP MOATPYIIIIbL:

3a- npucyTCTBHE caxapHoro auadera 1 tumna;

36- MpUCYTCTBUE aTpOPHUUECKOro racTpura M MEpPHUIIMO3HON aHeMUHU; 36- MPUCYTCTBUE
aJoNeH, BUTUIINTO, MUACTEHUU.

4) AymoummyHHbIL NOAUSTAHOYAAPHBINU CUHOPOM 4 muna- 3TO CUHIPOM, BKITFOYAFOIITHI
B ce0si: MEPBUYHYIO HA/JAIIOYEUYHUKOBYIO HEOCTATOYHOCTh B COUYETAaHUM C OJTHOM WJIM HECKOJIBKUMU
ayTOMMMYHHBIMH MAaTOJIOTUSIMH, @ UMEHHO: TUIIOTOHAIU3M, aTpO(UUYECKUI TacTPUT, IEPHULIMO3HAS
aHEMWUsl, aJIOTIELNsl, BUTUIINTO.

BaxHo MOMHUTH, YTO ayTOUMMYHHBIN MOJUTIIAHAYJISIPHBINA CUHAPOM 4 THIIA HE BKJIIOYAET B
ce0st ayTOMMMYyHHbIE 3a00J1€BaHus, IPUBECHHBIE B Ay TOMMMYHHOM MOJIUIIaH1yJIIPHOM CHUHIPOME
2, 3 Ttuna U mpoTeKkaeT 0e3 OCHOBHBIX COCTABIIAIOIIMX AayTOMMMYHHOTO MOJUTIIAHAYJISIPHOTO
cuHapoma 1 tuma.

OTMeTuM, YTO ayTOMMMYHHBIM TMOJUIVIAHAYJAPHBIA CHUHAPOM 2, 3 W 4 TUna SABISIOTCS
MHOTO(AKTOPHBIMH 3a00JICBaHUSIMU M MOTYT OBITh NPEACTABICHBI B HECKOJIBKUX IMMOKOJCHUAX |
CEMbH, HO U MPOSIBIATHCA MOXKET HE Y BCEX JIUI COOTBETCTBYIOIETO T€HOTHIIA.

Tak >xe naTeHTHBIC (GOPMBI JAHHOTO CHHPOMA BCTPEUYAIOTCS Yallle, YeM KIIMHHYECKHE.

Kinununuecknii ciayyai

bonpno#t K., 49 ner, rocnuTanu3upoBaH B DHAOKPUHOJIOTHYECKOE OTACICHHE O00JIACTHOM
OoonpHULBI 23 ceHTsa0ps 2024 roma c »kamo0aMH Ha BBIPAKEHHYIO OONIYIO Cl1ab0CTh, OBICTPYIO
YTOMJISIEMOCTh, CYXOCTb BO PTy, JKaXay, y4YalleHHOE MOYEHCITyCKaHHWe, YXY/IICHHWE 3pEHus,
OHEMEHHE B HOTaX, CYJIOPOTH B UKPOHOKHBIX MBIIIIIIAX.

AHaMHe3:

Cuutaer ceb6s 6onpHbIM ¢ 2010 roaa, Kkorja craiau 6€CIIOKOUTH MOCTOSIHHBIE TOJIOBHBIE OOJIH,
OTEKH JIUIIA, CTA00CTh B MBIIIIAX, 0OJM B KOCTSIX, MBIIIIAX M CyCTaBaX, M3K0ra, OOJIH B XKellyIKe, He
CBSI3aHHBIE C MPUEMAaMHU IHUIIHM, YACThle CMEHbl HACTPOCHUS, YTPEHHIOI CKOBAaHHOCTH B MBIIIIAX,
cHMkeHue uou 0. Toraa nanuenTa rocnuTAIM3UPOBAIIU B SHI0KpUHOJIorHueckoe otaenenne OKb
Ha OCHOBaHHUU 00IIEro 0CMOTpa, TaHHBIX J1a00paTOPHBIX UcciaenoBaHuil: mossiieHne yposHs AKTI,
CHIWKEHUsI KOpTH30ia, TecroctepoHa W T3cB. bBeul mocTaBieH JuMarHo3 XpOHUYECKas
HAJMOYEUYHUKOBAs HEIOCTaTOYHOCTb, THUIOTUPEO3, TUMNOTOHAIW3M M Ha3Hau€Ha Tepamnus:
MIPETHU30JI0H, yTHUPOKC, KopTed, anaporens. B 2018 roay BISIBHIM TMOBBIIICHHE TIIOKO3bI KPOBU
no 18.1 MM/, HazHayeHa nOueTOTEpamnusi, CaxapOCHI)KAIOIIKWE TaOJETUPOBAHHBIE IpEenapathl.
lNocnimranusanus B 3Hn0KpuHOIorndeckoe oraeneHne BOKDB Nel B 2023r. Crenokapaus ¢ 2023
roga. HaGmronaercs amOynaTopHO MO MECTY KHUTEIbCTBA KaX/Ible MOJIT0/1a.

VYXynumeHue coCTOSHHS OKOJIO 2-3X MEeCSIIEB, KOT/1a CTajll HapacTaTh BbILIEIIEPEUHCICHHbIE
Kayo0bl, MpU 00CIIEIOBAaHUH B MOJUKINHUKE [0 MECTY JKUTEIbCTBA, BISIBUJIM MTOBBIILICHUE
TIIIOKO3BI KpoBH 21.3MM/11, peKOMEHIOBaHO CTallMOHApHOE JieueHue. Hacrosimas rocnuTain3amms
CBSI3aHA C YXYyLIEHUEM COCTOSHHUS, HEOOXOIMMOCTBIO 00CIEI0BaHus, C LI€TbI0 YTOUYHEHUS
TSOKECTH 3200JIeBaHMUS.

JAmnarnocruka:

B xone uccnenoBanus riia3Horo AHa Oblia BhISIBIICHA AHa0eTHYECKasi aHTHOPETHHOTATHSI.

[Ipu ocMoTpe HeBpoJIora Ha OCHOBAaHUU Kallo0 Ha OHEMEHHE, «II0JI3aHue Mypaliek» 1 00iu
B HIDKHUX KOHEYHOCTSX M 1o pesyiapratam OHMI mocraBneH auarHo3 auabeTwyeckas
MOJINHEHPOTNIaTUsl HW)KHUX M BEPXHUX KOHEUHOCTEW C YYBCTBUTEIBHBIMH M pedIEKTOPHBIMU
HapyUICHUSIMHU.

B xabunere nuabeTnueckoil CTOIMBI XUPYProM MOCTaBJIeH auarfHo3 /lnabeTwdeckas cTora,
Heliponmemuyeckas popma, Baruep 1. Jlnabernyeckast aHrnonaTusi HIXKHUX KOHEYHOCTEH.
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Ha ocHoBanum ’xano0 W JaHHBIX JIAOOPATOPHBIX WCCIEAOBAHUN TIOCTABIEH JIMArHO3
nuabeTuveckas HepomnaTusi.

ITpu ocmoTtpe kapauonora noctasyeH nuaruo3: MbC. CtabuibHas cTeHOKapaus
Hanpspkenus OK2. ['unepronnyeckas 6omne3ns 3ct, CCO 4, KoHTpOoIUpyeMasi, 11eJIeBOe 3HaUYCHUE
A/l menee 130/80 mm. Pr. Ct. I'JIDK. XCH 2a ©®K3.

Xox 1eyeHus:

23.09.2024. IlaumMeHTy Ha3HAu€HBbl CIEIYIOIIME IIpernapaTbl: 3aMECTUTENIbHAs Teparus
npeaHu3ononoM 10mr yrtpom, Oytupokc 75Mkr, [duabeton MB 60wmr, Ilepunmonpun Swmr,
Metdopmun 1000mr, ameruncanuuuiaoBas Kuciota 75mr 1 pa3 B cyTku, atopBactaTuH 40mr
BEYEPOM M0 KOHTPOJIEM JTUIUAHOTO poduiis, kKapeeauwion 12.5 mMr 2 paza B CyTKU O] KOHTPOJIEM
mysibca AJl, CnUpOHONIAKTOH 25Mr yTpoM, ausuHotpuil 10-20 mr B cyTku noj koHTpoaem AJl.

25.09.2024. beinu npoBenensl uccienopanus OAK, bxAK, OAM

26.09.2024. NccnenoBanus MOKA3ajiH MOJIOKUTENBHYI0O  TUHAMUKY  KOPPEKTHPOBAHUS
ypoBHs caxapa B kpoBu 1 Mour. OAM-0 MM/, bxAK 5.0 MM/n

27.09.2024. TlareHT ObLT BBHINHCAH B CBS3M C JIOCTMIKCHHEM KIMHHUYECKOTO pe3yibTara
(ynydieHust CaMO4YyBCTBUSA).

UYepez 1.5 mecsna mociie BBIIMCKM M3 CTAalMOHAapa OTMEYAETCS YJ/IOBJIETBOPUTEIBLHOE
CaMOYyBCTBUE MNpH IeieBbix Moka3zaressix AJl, HopmansHoMm ypoBHe TTI', ritoKo3bl KpoBH U
TJIMKAPOBAHHOTO TeMOTJIO0NHA.

3akJiroueHue

Takum 00pa3oM, NPUBEIACHHBIM KIMHUYECKUH CIydail JIEMOHCTPUPYET, YTO BEACHUE
MalUeHTa ¢ MOJAOOHBIMU PEAKUMU U TSDKEIBIMU 3200JI€BaHUSIMU TPeOyeT OT Bpaueld 0COOEHHOTO U
IIOCTOSIHHOTO KOHTPOJISI 32 BO3MOXHBIMH MCXOJaMHU M OCJOXKHEHUSIMH HE TOJIBKO Camoro
3a00JIeBaHUsA, HO M TIOCJIEJICTBUSMHU JICUCHHUS IpernapaTaMHu, KOTOPbIE MOTYT BbI3bIBAaTh HOBBIE
aToJIO0run/
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