TTEPBBIVI MOCKOBCKWI ITOCYIAPCTBEHHbBIV
MEOVLIMHCKVI YHVBEPCUTET
VIM. .M. CEHEHOBA
KA®EIPA DHIOKPMHOJIOI' N

AYTOMMMYHHbIE MOAUTAQHAYASIPHbIE
CHMHAPOMDbI 1, 2, 3 TMMOB: rEHETUYECKMNE U
MMMYHOAOTUYECKNE KPUTEPUM
AMATHOCTUKM

Buinoanuaa: ctyaertka 5 kypca

AevyebHoro do-ta 38 rpynnsl
babaaet AAAQ AAEKCOHAPOBHA



AVTOVIMMYHHBIE
[TOJTUTTIAHIVITSIPHBIE CMHIPOMBI

- rpynna 3000AEBAHMM, CBA3AHHbBIX C HEAOCTATOYHOCTbIO
OAHOBPEMEHHO ABYX U BoAee nepudoepmyeCckmx
SHAOKPUHHBIX XXEAE3 BCAEACTBME MX AYTOMMMYHHOTO

NOPAXEHUA C PA3BUTUEM MX HEAOCTATOYHOCTM. *

* YacTo covyeraercs ¢ QyTOMMMYHHOM MATOAOTMEMN
HE3HAOKDPMHHbIX OPraHOB

SHOOKpuUHornozaus. HayuoHarnbHoe pyk-60 /
rnoo ped. N. N. [ledoea, I'. A. MernbHU4YeHKo.
—M. : TOOTAP - Medua, 2013




[HIOPAXKEHWE S9HIIOKPMHHbIX XKEJIES
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anonapaTMpeo CcO1

[lepBUYHas
[lepBUYHBIN  XHH

g R

OHAoKpuUHornoaus. HayuoHansbHoe pykoeodcmeo /rod ped. Y. Y. [ledosa, I'. A. MenbHu4yeHko. — M. : TOOTAP — Med
2013



[TOPAKEHVE HESH IOKPVIHHDBIX
OPI'AHOB

KAQHAMAO3 KOXU 1 CAU3IUCTBIX

AAOMeuUms

MaababcopbLms

[lepHUUMO3HAA (B12-AePULMTHAS AHEMMS) - ,.

AYTOMN\N\YHHb“\/’I FeI'ICITMT KPacHOM Kaitmel ry6 cmnu.nu’aeannuﬁrpumuuCandida

ACMNAEHMS . 77, »}\ (&
g = e Zi A & & B

[MNONAQ3MI 3yOHOM SMAAU, HOTTEM A b

% >
PA o / nopaxc{nue rpubKamu UHTepTpuriHosHy 1 Kaanao3
MeXnanbLestix CKAAAOK Ha

= a Candida Horreit
N30AUPOBAHHBIM AECOULIMT IgA 2ia

BUTUMAUTO
BACKyAUThI
Lleanakums
MUOKAPAMTHI
CUHAPOM MbILLIEYHOM CKOBAHHOCTM Pedkue ;
MO3>XKe4yKoBAS ATAKCHS Cliydau y

nuycAliC 2

muria

Williams textbook of endocrinology. — 12" ed. / Shlomo Melmed ... [et al.] - p. 1773 - 1777



NCTOPMYHECKAZ’ CIIPABKA

1953 - Tomac AAANCOH BNEPBbIE OMUCAA KAMHUYECKME U
naroreHetTnyeckme oCobeHHOCTM COYETAHMI HH 1 NepHULIMO3HOM
OHEMMM

1908 - Knoa u Gougerot NpeAAOXMAM CXxemy OBLLLErO NATOreHesa
MNOAMSHAOKPUHONATUM

1926 - LLUMMAT onncaA covyetaHme HH 1 QyTOMMMYHHOTO TMPEOUAMTA
1929 - Thorpe and Handley YyCTAOHOBMAM CBA3b MEXKAY XPOHMYECKMM
KQHAMAO30M KOXM U CAMIUCTbIX M HEAOCTATOYHOCTbIO SHAOKPUHHbBIX
XeAes

1964 - KapneHtep (Carpenter) pacLumpmA CUHAPOM, OMMCAHHbIN
LLIMMATOM, OMMCAB KAMHMYECKYIO KAPTUHY Co4YeTaHma HH,
AYTOUMMYHHOTO Tnpeomamta n CA 1 tmna

1980 - Neufeld and Blizzard pa3paboTaAn NepBYO KAQACCUADUKALLMIO
QYTOMMMYHHbBIX MOAUTAQHAYAAPHbBIX CUHAPOMOB(1 1 2 TMna).

[Mo3>xe ObIAO BHECEHO AOMOAHEHME AlC 3 TMNA, KOTOPOE HE UMEET
HAAMOYEYHMKOBOM HEAOCTATOYHOCTU.

Tomac AaancoH

Saleh A Aldasougi, MD... [et al.] Type | Polyglandular Autoimmune Syndrome [Electronic resourse] // Medscape [Official
website] URL: http://emedicine.medscape.com/article/124183-overview

KoKo Aung, MD...[et al.] Type Ill Polyglandular Autoimmune Syndrome [Electronic resourse] // Medscape [Official website]
URL: http://emedicine.medscape.com/article/124398-overview



KITACCVIOUVIKALIVIA ATIC

* AYTOMMMYHHbIM MOAUTAQHAYAAPHBIM CUHAPOM |
TMNAa

* AYTOMMMYHHbIN MOAMUTAQHAYAAPHbBIM CUHAPOM 2
TMNAa

* AYTOMMMYHHbIW MOAUTAQHAYAAPHbBIM CUHAPOM 3
™mna (3a,3s, 3¢, 3d)

* AYTOMMMYHHbIM MOAUTAQHAYAAPHBIM CUHAPOM 4
TMNA (KOMBOMHALMSA 3000AEBAHUM, HE BKAIOYEHHbIX B

NPEAbIAYLLME TPYMNMb)



AYTOVMIMMYHHBIV ITOJTUTTIAHOVIISIPHBIN
CMHOPOM 1 TUITA

XAapaKTepHa KAaccuyeckas
TPUAAA Yautkepa:

» CAM3MCTO-KOXHbIM KaHAMAO3  N° Cases

(I'IOpO)KeHl/le CAM3UCTbIX OBOAOHEK MOAOCTU PT1a,

FEHUTAAMM, KOXM, HOTTEM) 12

* [MNONAPATUPEOD3 (rerarim, cyaoporn, . Candidiasis
SKCTPAMMPAMUMAHAA CUMIMITOMATHKA, MCUXMNHECKNE 1
HOpPYLLEHMS) O

* boAe3Hb AAAMCOHQA (6es -+ Hypoparathyroidism

BbIDCQXKEHHOM MMMNEPMUIMEHTALUM KOXM U
CAM3UCTbIX)

-4 Addison's disease

MposBAseTCa YalLe B MAGAEHYECTBE,
PAOHHEM AETCKOM, NMOAPOCTKOBOM
Bo3pacTe (MaHudbecTaumsa 12 AeT) -

KOBEHUMABHOS CEMEMHAS
MNOAMBHAOKPUHOMATUA

YacTtoTa BcTpedyaemocTn — o1 1:9000
AO 1: 200000 Ha 100 TbiC. HaC.
CoOTHOLWEHHUE X:M - PA3AMYHbIE
AQHHbIE

o NN A2 OO @

0 3 6 9 12 15 21 27 36years of age



OTVOJIOI' A ATIC-1

* AlC-1 9BA9€TCA MOHOTE€HHbIM QYTOCOMHO-
PELECCMBHbIM 30D0AEBAHNEM

* MyT1poBaHHbLIM reH AIRE (autoimmune regulator)
PACMOAOXEH HA XpoOMocoMme 21, cocTosLLen m3 14
DK30HOB, 3KCMPECCUPYETCH NPEMMYLLLECTBEHHO B
TMMycCe

* DTOT reH koampyet 6eaok AIRE, KOTOPbIM, BO3MOXXHO,
ABAAETCH PETYAITOPOM TPAHCKPUMLMM

* B HacTOdLLLEE BpEemd n3BECTHO BoAaee 50 myTaumm reHa
AIRE, cOMble pACNPOCTPAHEHHbIE M3 MYyTALLMM — R257X,
109del13, R139X — 3atparmBator OOAACTH rEHA, KOTOPbIE
OTBETCTBEHHbI 30 PopMUMPOoBAHME AHK-CBA3bIBAIOLLLMX
AOMEHOB

« Accoumaumm AlMNC-1 ¢ ranaotmnamm HLA OTCyTCTBYIOT.



OTVOJIOI' A ATIC-1

[eH AIRE
DUHHBI, AmMepuKaHUbl,
WpaHckue CEgEnLE OYCCKME GpuTaHLbI
eBR% W TP

Y85C R139X R257X 967-979del13

S A /

CARD/HSR NLS SAND PHD
L & L L

ALanTmpoBaHo 13 nekunm Dr. Yassin M Al-saleh, pediatric endocrinology fellow at KFMC Riyadh -
Autoimmune polyglandular syndromes




HacToTA BO3HUKHOBEHMA 3A00OAEBAHMIM C BO3PACTOM Y
naumeHtos ¢ AllC 1 tmna

Crnn3ncTo-KoXHbIN KaHAMA03

0.25
bone3Hb AgancoHa

O
ho

[MepBUYHbIN rMNOroHagn3m
[MnonapaTtnpeos

0.15 Ca 1 Tmna

O @ » 0O N

o
sk

0.05

Kon-Bo nauneHToB B roa

0
T T T ™~
0 10 20 30 40
BoapacTt

ApantuposaHo 13: Williams textbook of endocrinology. — 12" ed. / Shlomo Melmed ... [et al.] - p. 1773 - 1777



ITATOI'EHE3 ATIC-1

B oCcHOBe NAaToreHesa AeXuT
AYTOMMMYHHAS A@CTPYKLUA SHAOKPUHHbBIX
Xeaes

OnpeAeAsioTCS AHTUTEAA K:

* PepMEHTAM
HOAMOYEYHUKOBOTO
cTrepomnaoreHesa P450scc

* PEepPMEHTAM
NAHKPEATUYECKMX [3-
KAETOK (K TAYTAMATALMA,
AEKAPOOKCUAQ3E, L-
AMMHOALMAAEKOAPDOOKCH
AQ3€E) U APYTUX
MNOPCOXKEHHbIX TKAHEMN.

i
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ATIC 1 TUTTA (CMHIIPOM YVAUTEKEPA/
WHITAKER SYNDROME)

/ | \

KAHAMAO3 KOXM U MNepsmyHas XHH  TunonapaTtmpe
CAN3NCTbIX  MnepnurmeHTaums 03
KOXXHbIX NMOKPOBOB W
CIU3NCTbIX

e nedununT Macchl Tena
NUNKn peskas noTeps Beca

* Huskoe Al

* MOBbILLEHHAasA
YTOMJSIHEMOCTb

» Koptunson 1
 Na*

e Kt
- APTI

OHOOKpuHonoaus. HayuoHanbHoe pykoeodcmeo /rod ped. U. Y. [ledoea, I. A. MernbHU4eHKo. — M. : TQOTAP —

. o~

« AKTI ‘



[VITIOITAPATVIPEO3

— CHMHAPOM, KOTOPbIU MPOSBAIETCS MIMOKAAbLLEMMEN M OOYCAOBAEH HAPYLLIEHUNEM
CUHTE3Q, CEKPELMM AU MEPUPEPUIECKOTO AENCTBMSI NMAPATTOPMOHA.

» Cynoporu

« Cna3smbl OTAENbHbIX MbILLLL

edonumnT CHMHTE3d
e MblweyHaa cnabocTtb AedouL

FTr
« bonu n napectesnn B MblLlLax
» JlapuHrocnasm
* HapylweHna cepaeyHoro putma e
« Cumntom XBOCTeKa Ty
* Cwumntom Tpycco

gy
.

OcnoxHeHus: kamapakma, c-m Papa,

aunornnasuss 3ybHou amaru

Pyxka akymepa

denepanbHble KNMHNYECKNe pekomeHaaunm (NPoToKonbI) No BEAEHMIO AETEN M MOAPOCTKOB C rMnonapaTupeo3oMm.

Opnoea E.M. ®I'bY «3HL» Munagpasa Poccun. M:2013



JIIMTATHOCTVKA ATIC-1

* B nAQHe paHHen AmarHoctmkm AlMNC-1 HOMBOOAbLLIETO
BHUMAOHMS TPEOYIOT NALMEHTbI AETCKOTO M IOHOLLIECKOTO
BO3PACTA C M30OAUPOBAHHbLIM CAM3IUCTO-KOXXHbIM
KOHAMAO3OM, TMNONAPATUPEO3IOM, NEPBUYHBLIM
MMMNOKOPTULLMIMOM

* Y TOKMX NALUMEHTOB LLEAECOODPA3HO CKPUHUHIOBOE
OOCAEAOBAHME AAS BbISBAEHWNSA COMYTCTBYOLLLMX
SHAOKPUHOMATUM

+ B HOCTOSILLLEE BPEMS AMATHO3 BO3MOXXHO MOATBEPAMTH C
MOMOLLLbIO MOAEKYASIPHbBIX METOAOB

: PeKON\eHAyeTCﬂ reHeTnHeCKdAdiI KOHCYAbTALLNA



AYTOVMIMMYHHBIV ITOJTUTTIAHOVIISIPHBIN
CVMHOPOM 2 TUITA

XapakTepusyeTcsa COMEeTAHUAMU QY TOMMMYHHOM NATOAOIUM:

* HoAno4ye4yHmkoB (boAe3Hb AAAMCOHQ)

* LLIMTOBUAHOM XXEAE3bI (AYTOMMMYHHbBIM TUPEOUAUT UAU
©oAesHb [perBcq)

« CaxapHoro amabera 1 tmna
MaHudcecTupyet B Bo3pacte mexay 20 1 50 roaamm (4aLue

30-40 AerT),

MOXET BO3HMKATb KOK CMOPAAMNYECKM, TOK M HOCUTH
CEMEUHDBIM XAPAKTEP, HODAIOAOQACH Y PA3HbIX YAEHOB CEMbM
B HECKOAbKMX MOKOAEHMSEX.

PacnpocTpaHeHHOCTb B nonyAsiuum — 1,4-4,5 Ha 100 TbIC.
Hac. (1:20000)

COOTHOLWEHUE XEHLLMH K MY>XYMHOM - 3-4:]



ATIC 2 TUITA

[lepBnyHaa XHH
+ C[1 1 Tnna + AT nnn OT3
(Cunppom KapneHTtepa/ (Cvnapowm LLmuaTa/
Carpenter syndrome) Schmidt syndrome)

+ arorieyusi, sumusuzo, nepHuUUUo3sHas (B12-decpuyumuas aHemusl),
aymouMMyHHbIU 2eramum, uenuakusi, MuacmeHus, NepeuYHbIlU 2urno2oHaou3n
cepo3um u rip.

IJHOOKpuHoroaus. HauuoHanbHoe pykosodcmeo /riod peo. Y. Y. [ledosa, I. A.
MenbHuyeHKo. — M. : TOOTAP — Medua, 2013



OTVOJIOI' VA M TTATOI'EHE3 ATIC-2

* DTMOAOTUI — HEU3BECTHA.

» AlNC-2 - noAnreHHoe 3ab0AEBAHME C AYTOCOMHO-AOMUHAHTHBIM
TMMOM HOCAEAOBOHUSA C HEMOAHOM MEHETPAHTHOCTHIO.

« AlNC- 2 CBJ3OH C QHTUIEHOM TMCTOCOBMECTUMOCTM HLA-BS,
reHeTM4eCKAd NPeAPACNOAOXKEHHOCTb CBA3AHA C
accoummaumenm HLA B8, DR3, DR4, DQAT1*0301, DQA1*0501,
CTLA-4, PTPN22 1 Ap.

* ONPEAEAEHHYIO POAb B PEAAM3ALIMM TEHETUHECKMX JOOKTOP OB
UIPAET BO3AEUCTBME BHELLIHEM CPEADI, MPOMBOASLLLEE B
HOPYLLUEHMIO TOAEPAHTHOCTU MMMYHHOM CUCTEMBbI.

* [IlyCKOBOWM MEXAHU3IM — AHOMOAbHAS 3KCMPECCHMd AHTUTEHOB
crncTteMbl HLA HO KAETOYHBIX MEMBDPAHAX SHAOKPUHHbBIX XXEAE3.

* [NaTtoreHes CB43aH C AYTOMMMYHHOM AECTPYKLMEN HECKOAbKMX
SHAOKPUHHBIX XXEAE3 C PA3BUTMEM MX HEAOCTATOYHOCTM.



TVOJIOI A, ITATOI'EHES ATIC-2

Chromosome 6
Tel Long arm Cen Short arm Tel

1 0D

HLA region
6p21.1-21.3

Class Il Class lll Class |

I [l B Il I

DP DM DQ DR C4 C2Hsp70TNF B C E AGF
Gene map of the human leukocyte antigen (HLA) region
Expert Reviews in Molecular Medicine® 2003 Cambridge University Press

OHOOKPUHOMO2US: HauUoHarbHoe pykogodcmeo / rnod peod. [Jedosa U.U., MenbHu4eHKko .A. — M.:
FTOOTAP-Medua, 2013.



AAAEAU, ACCOULUNPOBAHHBbIE C pUCKOM pa3Butusa CA-1

DR3
DR4

DRI

DR8

DR
DRI10

BblICOKMM pUCK

DRB1*0301 DQAT*0501
DRB1*0401 DQAT*0301

CpeAHUM pUcK

DRB1*01 DQAT1*0101
DRB1*0801 DQA1*0401
DRB1*0%01 DQA1*0301

DRB1*1001 DQA1*0301

DQB1*0201
DQB1*0302

DQB1*0501
DQB1*0402
DQB1*0303
DQB1*0501



2TVOJIOI A, ITATOI'EHES ATIC-2

leH Mex-m AencTseus MoAanmopdunsm/myrTauus 3aboAeBaHue
DR3-DQ2/DR4-DQ8 CA 1 mna
M DEe3EeHTALLMS DR3-DQ2 LleAnakms
HLA AHTHUTEHA DR3-DQ2/DRB1*0404-DQ8 b-Hb AAAMCOHO
DR3-DQ2/DR4-DQ8 b-Hb [pemBca-bazeaoBa
DR3 DRS [1ePBUYHBIM TMIMTOTOHAAM3M
Class Il Class Ill Class |
| || Bf || |
C4 C2Hsp70TNF G

-

Gene map of the human leukocyte antigen (HLA) region
Expert Reviews in Molecular Medicine®© 2003 Cambridge University Press
Williams textbook of endocrinology. — 12" ed. / Shlomo Melmed ... [etal.] - p. 1773 - 1777



ITATOI'EHE3 ATIC-2

Thymus

Environmental activation
Innate immunity

/ Th2 cell
, i Autoantibodies
/i - 4 B cell
T cell /eptide of target organ
\ S\_’\_.- =

FOXP3

XPID Regulatory
T cell

Thlcell \> Addison’s disease

Williams textbook of endocrinology. — 12t ed. / Shlomo Melmed ... [etal.] - p. 1773 - 1777



CamMmpble yacTble ayTOMMMYHHBIE 3a00J1eBaHVIs
SHIOKPMHHBIX OPraHOB

90 1 AlC 1 Tuna
80 -
70 -
60 -
50 -

- AMNC 2 Tuna

%

30 -
20 -

10 -
oLl mm [ ]

Parathyr. Adrenal Gonads Pancreas Thyroid

Polyglandular autoimmune syndromes / George J Kahaly - European Journal of Endocrinology (2009) - p. 11-20



AVTOVIMMYHHBIN TIOJTUTTTAHOVIISIPHBIN
CMHOPOM 3 TUIITTA

- ATNC-3 npeAcCTaBAseT coboM KOMBOMHALMIO AQYTOMMMYHHbIX
3a6oaeBaHUM LK (AUT, AT3) € 1 MAM HECKOABKMMM
APYTMMU AYTOUMMYHHBIMKN SHAOKPUHHBIMM AU
HEDHAOKPUHHbBIMM 3AD0AEBAHMAMM, MPU STOM OTCYTCTBYIOT

HOPYLLEHUS AOYHKLLMM KOPbI HOAMOYEYHMKOB U
rIMNonApaATUPEO3a

T.0. oTAM4UTEABHOU YepToun AlC -3 AsBASETCA OTCYTCTBUE
HOAMNOY€4YHUKOBOU HEAOCTATOYHOCTH

-Hawe AlNC-2 NpoaBAIETCH M3OAMPOBAHHBIM DHAOKPUHHbBIM
AYTOMMMYHHbIM 3a00AeBaHMEM (BA, XAUT) C
BTOPOCTENEHHBbIMU MPU3HAKAMMU, K KOTOPbLIM B

NOCAEAYIOLLEM MPUCOEAMHIIOTCH APYIME KOMIMOHEHTHI
CUHAPOMO



TTOOBUIIBL ATIC 3 TUTIA

BblAEASIOT:

*AlNC 3 A — aytoMMMyHHOE 3a60AeBaHMe LLX (AT3,
AYTOMMMYHHbIM TUpeomamT) ¢ CA

*AlNC 3 B — aytommyHHOe 3aboAeBaHme LK (yaLue
AYTOMMMYHHbIM TUPEOUAMT) C MEPHMLIMOIHOM AHEMMEN

*AlNC 3 C — ayToMMMYHHOE 3a000AeBAHME LLIXK (QYTOMMMYHHbIM
TMPEOUAUNT )C BUTUAUIO U [ AU QAOMELIMM 1 [ UAU APYTUE
opraHocneundmyeckme ayTouMMYHHbIE 3000AEBAHMUS

*AlC 3D — cUMCTEMHAY KPACHASN BOAYOHKA, AMCKOMAHQOS KPACHO4
BOAYAHKA, CHHAPOM LLlapna, cepoHEraTUBHbIM PEBMATOUAHbBIM
APTPMUT, CUCTEMHbIM CKAEPO3, CUMHAPOM LLlerpeHa, BoAEe3Hb
BepAabroda, APC m np.



JIATEHTHDIE ®OPMbI ATIC

CyOKAUMHUYecCKas MNoTeHUUaAbHAS

* HaAname oaHoro * HoAMYME OAHOTO

AYTOMMMYHHOTO

3000AEBAHMS B OyéOMMMyHHOFO

COYETAHMM C OAHMM U 3AOOACBAHMS

boaee * B coyetaHunm C

MOPKEPTMM APYTNX

OCHOBHbIX COCTOBASAIOLLLMX I

AMNC NOPAXEHUNA APYTMX
- CyBKAMHMYECKOE OPraHOB-MULLIEHEN, HO

HapyLLeHWe OyHKLMM Oe3 HapYyLUEeHMS UX

BTOPOro OpPraHa-mMmLLIEHM AOYHKLMM




JIEHEHVIE

[TpoBEAEHUNE CUMNTOMATMHECKOU M 3AMECTUTEABHOM
TEPANMU C Y4ETOM MOPAXKEHMI OPTAHOB M OTAEAbHbIX
SHAOKPUHHbIX XXEAE3

[TOOrHO3 HEOAQTOMNPUATHBIM M 3QBUCUT OT
NPUCOEAMHEHNA OCAOXKHEHMM —

Cencuc
‘HeonAacTmyeckme 3000AEBAHMS
*PYABMUHAHTHOM CDOPMbI TEMATUTA




KIIMHNKA AYTOVIMMYHHDbIX
[HOJINTJTIAHAYJIAAPHDBIX CVTHIIPOMOB
1, 2 TT10B

AllC-1 AllC-2
OCHOBHBIE KOMITOHEHTbI % OCHOBHBIE KOMIIOHEHTbI %
I'unonaparupeos 76-96 | boacinn AVIHCcOHa SO-100
(I:m:uw'rp-xoxuuu 17100 Ay1:mmmyr‘m'mi THPCOH- 69 97
KAIIHI03 AT ui Gogaesus peitsea
boesun Amuconia 72 100 | Caxapustit auader | THua 35 32
ll!;'l':(?l"‘;::".';sm 2645 Buruiuro 550
AJloTieIus 30 :L‘;E’(’::::::"}"l::m 3,516
MassabcopOnus 23 Hepuunuo snast aneMus 16
Hepruunuosnast aneMust 14
AYTOHUMMYHILUA renaTut 12
AYTOUMMYHHBIH THPCOH- 10

aur uin Gosesun [pelinea

Buruiuro 4

Caxapuwtif guaber | tuia 2-5




JIOKAJIMB3ALIVIA AYTOAHTUT'EHOB
TP PA3JIVITHHDbIX 3AbOJIEBAHWMIIX

3aboAeBaHUe AyTOAQHTUreH TKAQHb/KAETKHU
CA 1 tTmna GADss, IA-2, IAA, ICA B-KAETKM
boAe3Hb [pemBca- PTTl TMpoLUTL
baseaAoBd
AT XaLummorto TNO/TT PepMEHT/OEAOK
[MnonapatMpeos Ca?*-4yBCTBUTEAbHbIM [lapALLUMTOBUAHBIE
peLenTop KEeAe3sbl
boAe3Hb AAAMCOHA 21-OH, 17-OH, PepMEHT
P450scc
[MNOrOHAAM3IM 17-OH, CYP450scc Kaetkn Aemamra/Teka-
KAETKM

Polyglandular autoimmune syndromes / George J Kahaly - European Journal of Endocrinology (2009) - p.
11-20



Genetic Predisposition Asymptomatic Symptomatic Symptomatic

under Stress

Overt immunologic # Renin, ¥aldosterone

abnormalities {
Postural hypotension,

fatigue

¢+ Response to
cosyntropin

imulation . :
SHRDEAtO Hyperpigmentation,

severe fatigue,
anorexia, hypotension

Normal corticotropin,
normal cortisol, normal

renin

t Corticotropin

Adrenocortical Function and Mass

¥ Cortisol at 8 a.m. <3 ug/dI

Severe symptoms,
risk of adrenal crisis
during stress
Precipitating event ———»

Time

Ctagun pa3sutma bonesHn AagucoHa

Autoimmune Polyendocrine Syndromes / George S. Eisenbarth, M.D., Ph.D., and Peter A. Gottlieb, M.D — The new England
journal of medicine, May 13, 2004



JIABOPATOPHA NVMATHOCTVKA

'MnonapaTtupeos 'MnoTupeos

KAAbLMIA OBLLLMI TTr
cel4
KaAbLMM MOHU3UPOBAHHbIM
HCIAI'IO"Ie"'IHMKOBCIH HEeAOCTATOYHOCTDb
Pocop opraHmieckui YpOBEHb KOPTM3OAQ B CbiBOpOTKE (B 8.00)
MapaTropmoH YposeHb AKTT B nAa3me Kposu ( B 8.00)

- YPOBEHb KOAMS B CbIBOPOTKE KPOBM
MNepBUYHbIU P P P

rTMNOroOHAAU3M YpOBEHb HATPMS B ChIBOPOTKE KPOBM

PCI, Al
PeHuH B NAa3me kposu (API)

TeCToCTEPOH/3CTPAAMNOA

[ AlOKO3Q B CbIBOPOTKE KPOBM
®DedeparibHbIe KITUHUYECKUE PEKOMEHOAUUU (MIPOMOKOIIE, 11w v i waiiiv i w1 s sn i 5138 A it 1808 1 St 5 pr PSP TiVE A s 150 IR i 111 78 i

«9HL|» Mu+3dpasa Poccuu. M:2013
HayuoHarbHble KnuHu4Yeckue pekomeHoayuu (pomoKoribl) no eedeHuro 0emed u mnodpoCcmKo8 ¢ Nep8uUYHOU XpoHUYeCcKoU Hadrno4YeyHUKo8ouU
HedocmamoyHocmabio. —DIBY « OHL|» Mu+H3dpasa Poccuu. M:2013



OCOBEHHOCTNM JIEHEHW

[unonapamupeo3 u HH:

[ MIOKOKOPTMKOMALI YrHETAOT abcopbunto Ca2+ B KULLEYHUKE []
npun maHudpectauum HH y nauueHTa c runonapatnpeosom
ypoBeHb Ca2+ MoxXem roebiwamascs

KaHOuO03 KOXU:

[TlpeanoytuTensHen griykoHa3o;s1 (He enusem Ha cCUHme3
CMepOoUOHbIX 20PMOHO8)

[unomupeo3 u HH:

JleBOTMPOKCUH yCcyryonseT aBreHnsa HekomneHcnposaHHon HH
| B nepsyto ovepedb Heobxoduma meparius 2/1t0Ko-
MUHeparikopmukoudamu

OHOOKpuHonoeaus. HayuoHaneHoe pykosodcmeo /rod ped. U. Y. [ledoesa, I. A. MernbHu4eHKo. — M. : FTOOTAP — Medt
2013
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