BpauebHas npaKkTuka
Practice &%=

https://doi.org/10.34883/P1.2023.26.5.007 ®O6
YK 616.44-07:577.175.4

AlHroneHko B.B.', Herypko M.B.2><|, Tumodeesa T.B.2 IpebeHHMKoOBa 1.B.?

! BUTE6CKIMI rocyaapCTBEHHDIN opaeHa Jpy»6bl HAPOLOB MEAULIMHCKNI YHUBEPCUTET,
Butebck, benapycb

2 Butebckan obnacTHas KnMHMYeckan 6onbHMUa, Butebek, benapycb

KnuHnyeckaa gnarHocTuka dyTOMMMYHHOIO
nonnrnaHaynApHOro CMHgpoma

KoH$NUKT nHTepecoB: He 3asB/eH.

Bknap aBTOpOB: cCOOp MaTepuana — fAlHronexko B.B., Herypko M.B., lpebeHHukoBa W.B., Tumodeesa T.B.; aHann3 nutepaTypHbIX
WNCTOUHVKOB, HanmcaHve TekcTa, 06paboTka matepuana — AHroneHko B.B.; o6pabotka potomatepuana — MpebeHHnKoBa W.B.;
yTBepXXAeHne GUHaNbHOro BapyaHTa CTaTby — AHroneHKo B.B.

MopaHa: 09.09.2023

MNpwuHaTa: 12.10.2023
KoHTakTbl: negurko@mail.ru

Pesiome

B cTaTbe npefcTaBfieHbl KNVHNYECKME NPOABNEHNA ayTOUMMYHHOTO NOAWIaHAYIAPHOIO CUHAPO-
Ma U BIIUAHME UX Ha KaueCTBO XU3HU.

KnioueBble cnioBa: ayTOMMMYHHbIV MONUFNAHAYNAPHbIA CUHAPOM, XPOHMYECKas HaNoUYeUHNKO-
BasA HeOCTaTOYHOCTb, ayTOVMMYHHbIN TMPEOUAUT, CaxapHblil frnabeT 1-ro TMna, rmnonapaTnpeos,
rMnoTnpeos
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Abstract

The article presents clinical aspects of polyglandular autoimmune syndrome according to the time
intervals of the disease and stages of their manifestation in the course of the life.
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KnnHnuyeckas gnarHoctuka AYTOMMMYHHOIO nonurnaHaynApHoro cMHApoma

AyTOVMMyHHble nonurnaHaynapHble cuHapombl (AMC) — 3To ayTOMMMYHHble MynbTUdaKTopu-
anbHble 3aboneBaHNA, xapaKTepu3ylolmeca nopakeHnem AByx u 6onee nepundeprnyeckmx sHAO-
KPUHHbIX >Xene3 C 1x nocseayiowell HeAOCTaTOYHOCTbIO U HESHAOKPUHHBIMU opraHocneumpnye-
CKUMM ayTOMMMYHHbIMUK 3aboneBaHuamu [1, 2].

Bnepsble knaccudurkaums AMNC npeanoxeHa Neufeld, Bllizzard 8 1980 . [4, 51. B 3aBucumocTy ot
KNNHNYeCKON XapaktepncTuky pasnnyatot AMNC 1-ro Tuna n AMC 2-ro Tvna. HecmoTpa Ha peakyto
BcTpeyaemocTb AMNC ArarHocTuKa AaHHOW NaTonorum nmeeT 60MbLIoe KNMHMYECKOoe 3HaYeHue: He-
cneundUYHOCTb Xanob, OTCYTCTBME APKMX KIMHUYECKNX MPOABNEHNI 3a6oneBaHnsA, MefeHHoe U
CKpbITOe Havano 3aboneBaHVA 3aTPYAHAIOT PaHHIOW ANArHOCTMKY 1 CBOEBPEMEHHOEe Hayaso 3a-
mMecTuTenbHom Tepanun. Huskasa yactoTa Bctpeuaemoctu AlNC conpoBoxpaeTtca pagom npobnem:
MHOXECTBEHHOCTb CUMMTOMOB, BapbUPYIOLNX Kak B Npefenax OAHON HO30MO0MMK, Tak U MeXAy
pasnnyHbIMK 3aboneBaHNAMY, OLIMOOUYHO ANArHOCTMPOBaHHbIe Apyrue 3aboneBaHna. BospacTtHom
Avana3oH MmaHudectaumm AMNC n TAXKeCTb TeueHnA 3a6oneBaHUA LWNPOKO BapbUPYIOT, M MOCTaHOBKA
[IMarHo3a MOXeT BblTb OTCpPOYEHa Ha MHOTUe rogpl [3, 5].

AMNC 1-ro TMna — 3T0 ayTOCOMHO-peLiecCUBHOE HacneAcTBeHHoe 3aboneBaHune, fedeKkT reHa
ayToummyHHoro perynatopa (AIRE), pacnpocTpaHeHHOCTb KoToporo cocTtaBnsaeT 93-140 cnyuyaes
Ha 1 mnH HaceneHus [1, 4]. MNepBble CMMMTOMbI MOABAAKTCA B AeTCKOM Bo3pacTe. bonee 10 Kom-
NMOHEHTOB ABMAIOTCA COCTaBNALLWMUMM AaHHOTO 3aboneBaHnA. OCHOBHbIMU KpUTEPUAMM AMarHo3a
ANC 1-ro Tvina aBnAtoTCA:

B epBMYHAA XPOHMYecKas HanoyeyHnKoBas HefocTaToyHocTb (MXHH), koTopas MoxeT 6biTb
€AMHCTBEHHbIM NposABReHVem 3aboneBaHnA B Bo3pacTe Ao 20-30 neT ¢ nocneayowmum passu-
TeM ApYrux CMMNTOMOB B 6oiee No3gHeM Bo3pacTe;

XPOHUYECKNI KOXKHO-CNTU3UCTbIN KaHANZO03;

rmnonapaTmpeos.

AMC 2-ro TMna — 370 Hanbonee pacnpoCcTpaHeHHbI, HO MeHee N3yyeHHbIn BapuaHT AlNC. Bnep-
Bble 3TOT CMHAPOM 6b11 onrcaH M. Schmidt B 1926 . Kak coueTaHme 6one3Hn AgancoHa HeTybep-
KynesHow stmonorum n AUT [3, 5]. 3Tmonorua He yctaHoBneHa. MNpegnonaraemble GakTopbl puUcka —
3TO reHHble MyTauWmn UnKn cCneacTeue BUPYCHbIX, 6akTepuanbHbiX MHOEKLUIA, anneprum uamn BHeLw-
HecpenoBbIX BAVUAHWNA, NeKapCcTBeHHble npenapatbl. finarHoctnka AlNC 2-ro Tmna ocywecTensaeTca
TOMNbKO MO KAMHNYECKON XapaKkTepucTuke 3abonesaHuna: coyetanve XHH ¢ opyrumm ayToMMMyHHbI-
MK 3abonesaHuamn. CnuHgpom Wmngra — s1o XHH B couetaHun ¢ 6onesHbio MpenBca nnm XpoHu-
YeCKMM ayTOMMMYHHbIM TUpeouanTom; cuHapoM KapneHTtepa — 310 coyetaHne XHH n caxapHoro
nvabeta 1-ro Tmna.

MprBoaum cobcTBeHHbIe HabnAeHNA.

KnuHunuyeckun npumep AMNC 1-ro Tuna. MaumeHt Y., 1987 . p., Ha NPOTAXKEHNN BCEWN XKN3HWN
nepuoanYeckn rocnUTanmnpyeTca B SHOOKPUHOMOrMyeckoe otaeneHve Butebckol obnactHom
KnHu4Yeckon 6onbHMLbl. CeMelnHbIi aHaMHe3 He oTaroLeH. /I3 aHamHe3a N3BeCTHO, UTo C paHHero
[eTCKOro Bo3pacTa Habnoganncb yactble MHGEKLUMOHHbIe 3aboneBaHus. C 5-neTHero Bo3pacTa Ha-
6n10aanca y HeBposiora € ANarHo30M «reHepasnv3oBaHHasA CyAopoXKHaa dopma snunencum ¢ pea-
Kumun npuctynamu». B Bospacte 10 net y naymeHTa Y. BbiABE€Ha rMNOKanbLMeMmna N Ha3HayeHa Te-
panua npenapaTtaMu KanbLys, YTO YMEHbLUMIO YaCTOTY CYAOPOXHbIX 3N130m0B. Mpun yrny6neHHOM
ob6cnefoBaHMM BbIABNIEH BPOXAEHHbIM NEPBUYHbBIA FMNONAPaTUPE03, NePBUYHbIA ayTOMMMYHHbI
XPOHUYECKUIA TUPEOUAMNT, NEPBUYHBIN TMNOTAPEO3 U BbIABMIEHbI Cleaylolne reHeTuYecKne CTur-
MaTbl: BPOXKAEHHOE OnyLLeHne BEPXHero BeKa (4BYXCTOPOHHMIA NTO3 BTOPOW CTENEHMN); SMUKAHTYC
(BepTMKanbHaa CKMafKka KoXW, 3aKpblBalolan MenanbHbIA Yron rnasa, co3gatllas BrnevatieHve
CXOAALLEroca Kocornasusa); sKToaepmMasibHble ANCNNa3nMmn: Ancnnasua 3y6os 1 runonnasusa smany,
OHMNXOANCTPODUA HOFTEBBIX NIACTMH KUCTEN 1 CTON.

B Bo3pacTe 14 neT Bnepsble NOABMANCH KNHUYecKue npusHaku NMXHH: menaHogepmua (runep-
NUrMEeHTaLMA KOXW «LiBEeTa 3arapa» Ha OTKPbITbIX yUacTKax LA, PyK, KOXKHbIX CKNagKax) B coyeTa-
HUW C BUTUNINTO (YYacTKaMU JeNUIrMeHTaLUMmn KOXI BOKPYT rnas, ry6, B MoAMbILWEYHbIX BNaanHax);
MeJlaHO3 C/IN3MCTON poToBOM NonocTu (puc. 1).
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Puc. 1. NaumnenTt 4.,14 nert Puc. 2. MaumneHT Y., 16 ner

B Bo3pacte 16 net NoABMANCH NPU3HAKN NEPBMYHOIO MMMNOroHaAn3Ma, XPOHUYECKUIA SNnan-
OVIMUT C BTOPMYHOW BOASHKOW NEBOro ANYKa, TOTasibHaA anoneuus (BbinageHre 6poBen, pecHuL,
OTCYTCTBME MONOBOrO U aKCUIIIIAPHOrO OBOJIOCEHUSA), FTeHepanm3oBaHHas nunoatpodus (puc. 2).
B BO3pacTe 22 neT nMHEenHbIN POoCcT NayueHTa Y. coctanan 168 cm npu macce Tena 48 kr. B 2017 r.
6bln1a BbINOSHEHA [IBYXCTOPOHHAA apTdaKnsa Nno noBofy OC/0XKHEHHON [BYXCTOPOHHEN KaTapak-
Tbl. B 2020 r. gnarHoCTMpoBaHbl BTOPUYHaA KapanonaTua, nonngeduumntHaa aHeMus, atTeporeHHas
ONCVNUEMUS, KaHAUAO3HbIN CTOMATUT 1 330harut, aTpodUUecKuin racTput, CUHAPOM Masibab-
copbuun, HebponuTmas, KatapakTa 0b6oUX rnas, YTo Co34ano 3HaUUTESNIbHbIE TPYAHOCTU B KOPPEK-
LMn 3aMeCcTUTeNbHO FopMOHanbHol Tepanuu. MauyneHT Y. anutenbHoe Bpems nosydyaeT 3amecTu-
TeSIbHYI0 FOPMOHAJIbHYIO [IOKO- Y MMHEPANOKOPTMKOUAHYIO Tepanuto, NpenapaTbl KanbLua 1 rop-
MoHa D 1 rocnutanusnpyeTca B SHAOKPUHONOrMYeckoe oTaeneHve 1-2 pasa B rof Ansa Koppekuum
NleYeHnA B OCHOBHOM MpU AeKOMMEeHcaLmm runonapaTmpeosa TAKeNnom cteneHun taxect. MHoro-
NeTHee TAXKeNI0e HeNpepbIBHO peUrAnBUpYIoLLee TeyeHre 3aboneBaHna y nauneHTa Y., Tpebyiouee
eXXerogHbIX MOBTOPHbIX rOCNWTanM3auuni, 3HaYUTENbHO CHU3UIO CoUManu3auuio naumeHTa, ero
npodeccroHanbHble BO3MOXHOCTA 1 B LIESIOM KauyeCTBO »KU3HU: OH ABNAeTcA UHBanugom |l rpynnbi.

KnuHunueckunin npumep AMNC 2-ro Tuna. MaunenT B., 1972 . p., npodeccus — cnecapb. 3abo-
neBaHve MaHudectnposano B 2019 r. KNMHMYECKON KapTMHOWN caxapHoro agrabeta 1-ro tuna (CA41)
C BblpaXXeHHbIM NOXyAaHUeM 1 KeToauuao3omM. Ha npoTaxKeHnn roga UHCYNMHOTEpanmm Npu Xo-
poLKX NoKasaTeNnAX CAaMOKOHTPONA NOABUINCE HEKOHTPONMPYeMble rMMOrINKeMUYEeCKne coCcTo-
AHWNA, YTO MOCNYXKMNO LeNblo SKCTPEHHON rocnutann3aun B SHOOKPMHONOIMYECKOe oTaeNieHne
Bute6cko 061acTHON KIMHUYECKON 60nbHULbI. COBOKYMHOCTb Xafob 1 KAMHUYeCcKasa CUMMTO-
MaTuKa nossonunu 3anopo3putb AMNC 2-ro Tuna. B TeueHne roga ot gebiota caxapHoro avnabeta
1-ro TMNa ycunmnnmnch *anobbl Ha «06eCcCUNeHHOCTb», He MPOXOAALLYIO MOC/e OTAblXa clabocTb, No-
XyfAaHue 6onee yuem Ha 10 Kr, NeproAnUYEeCKyIo OTEYHOCTb NNLLA, CHIPKEHWE NMOBUL0, CyXOCTb BO PTY,
COHJIMBOCTb, CHUPKEHUNE anmneTuTa, NePYOANYECYIo TOLLIHOTY, OAbILKY Npu GpU3NYECKon Harpyske,
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nepebon B pabote cepgua. PusmkanbHoe 06CnefoBaHME: KOXHbIE MOKPOBbI 6POH30BOrO LBETA,
runepnurMeHTaLmsa KpacHoM Kalimbl ry6, AeceH, BHyTPeHHe MOBEPXHOCTU LLEK, KOXKHbIX CKNaZoK,
OepmaTtornndryecknx TMHNIA, OKONTOHOTTEBbIX BAJIMKOB, MHOXKECTBEHHbIE MUTMEHTHbIE HEBYCbl Ha
TynoBwuLLe N KOHeuyHocTaX. Poct - 176 cm, macca Tena - 61 kr. Al 100/70 mm pT. cT. LutoBuagHas
Xenesa nanbnaTtopHo He onpependaetca. O6bem WUTOBUAHON Kenesbl NPU yNbTPa3ByKOBOM UC-
cnepoBaHuy — 6 mn. TupeongHoin ctatyc: AT-TMO - 1000, TTT — 12 HmMonb/N — ANarHOCTUPOBAaHbI
aTpoduyeckaa dopma NepBUYHOIO XPOHMUYECKOrO ayTOMMMYHHOro TMPEOWANTA, FMNOTUPEOs.
YpoBeHb KopTu3ona — 46,4 Hmonb/n, AKTT - 1063 nr/mn (Hopma MeHblLue 46 nr/mn) — ANarHOCTUPO-
BaHa MNXHH. MauneHTy Ha3HaueHa 3amecTUTeNbHaA U CMMNTOMaTMYeCKas Tepanus, U B HacTosALlee
BPEeMs OH NpofoKaeT paboTtaTb cnecapem, umes Il rpynny MHBaNMgHOCTU, YTO NOATBEPXKAAET Te-
31C O TOM, YTO CBOEBPEMEHHO HauaToe JieyeHne COBMECTMMO C HOPMasibHOWN NpodeccroHanbHoM
0eATeNIbHOCTbIO U XKU3HbIO.

3HaHue KnnHnYecknx nposasnaeHnn AMNC HeobxoaMmo Bpauy-KNMHULMCTY He TONIbKO ANA Ana-
rHOCTVKM AaHHOTO 3ab0MeBaHus, HO 1 AJ1A MPABUIIbHOTO onpeaeneHns KIMHNYeCKoro, CoLmanbHo-
ro 1 Npo$eccroHanbHOro NPOrHo3a 1 peabunuTaumy NayueHTa, Tak Kak AlC He nmeeT spdekTuBs-
HOrO MaToreHeTMYeCKoro neyeHns N BO3MOXHa KoppeKLmMa OTAENbHbIX CUMATOMOB ANA YyJlueHuWA
KauecTBa XU3HW.
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