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AyTOMMMYHHBI nonvrnaHaynapHbii cuHgpom 1 tmna (AMNC 1) — penkoe reHeTnyeckoe 3aboneBaHue, 06ycnoBiieHHOE My-
Tauuen B reHe ayToummyHHoro perynatopa AIRE. [luarHo3 o6bl4HO yCTaHaB/IMBAETCA Ha OCHOBAHUM COYETaHUA MUHUMYM
[1BYX KOMMOHEHTOB KNacCUYeCKom Tpraabl: KOXKHO-CIM3UCTBIN KaHANAO03, r’MnonapaTnpeos 1 nepBrMyHas HanouyeyHNKoBas
HepgocTaTouHOCTb. Takke B pamkax AlNC 1 BcTpeuvaloTca Apyrve ayToMMMyHHble 3aboneBaHuns, B TOM YncCne WHUTOBULHOW
Xenesbl, KOTopble MOryT MaHUbeCTPOBaTb O OCHOBHbIX MPOABNeHUI. 3aboneBaHye yallle AnarHOCTUPYIOT B lETCKOM BO3-
pacTe, OfHaKO HEKOTOpPble KOMMOHEHTbI MOTYT Pa3BUTbCA U Y B3POC/bIX NaLMeHTOB. [TOCKONbKY KOMMOHEHTbI CUHAPOMA
BO3HMKalOT He OJHOBPEMEHHO, BepudrKauma AnarHo3a HepeaKo oTcpoyeHa. 3HaunTesbHy TPYAHOCTb B BeAeHNW NaLeH-
ToB € AlC 1 npeacTaBnAeT noa6op oNTUMasbHbIX f03 NpernapaToB BCNeACTBME NONUMNParmasnm, a Takxe BBUIy 4acToro ay-
TOMMMYHHOIO W/UNN KaHANAO03HOMO NOPaXXeHUA OPraHOB »KenyAoYHO-KMLEYHOro TpakTa. Mbl npeacTaBnAem KNMHNYECKN
c/lyyal nauneHTKy C HeTUnuyHbIM TedeHnem AMC 1, y KoTopoli nepBble SHAOKPUHHbIE KOMMOHEHTbI (TMnonapaTnpeos n rv-
NoT1peo3) AnarHOCTUPOBaHbI BO B3pOCIIOM BO3pacTe. ITOT Ciyyail noguyepkusaeT deHoTunuueckoe pasHoobpasme AlC 1,
a TakXke TPpyAHOCTY B nogbope Tepanuu Npy COYETaHUN HECKONTbKUX @y TOUMMYHHbIX SHAOKPUHHbIX 3aboneBaHuii.

KJTIOYEBbIE CJIOBA: aymoummyHHbIU nouzaaHoynspHbil CUHOPOM; 2unonapamupeo3s; NepeuYHAs HAONOYeYHUKO8As HE00CMAaMOYHOCMy;
nepsuYHbIl 2uNOMUPEOD3.

LATE MANIFESTATION OF AUTOIMMUNE POLYGLANDULAR SYNDROME TYPE 1
WITH HYPOPARATHYROIDISM AND AUTOIMMUNE THYROIDITIS

© Nurana F. Nuralieva*, Anastasiia A. Lavreniuk, Azat S. Galeev, Marina Yu. Yukina, Nadezhda M. Platonova,
Ekaterina A. Troshina

Endocrinology Research Centre, Moscow, Russia

Autoimmune polyglandular syndrome type 1 (APS 1) is a rare genetic disorder caused by a mutation in the autoimmune
regulator AIRE gene.The diagnosis is usually based on the combination of at least two components of the classic triad: mu-
cocutaneous candidiasis, hypoparathyroidism, and primary adrenal insufficiency. Other autoimmune disorders, including
thyroid diseases, also occur and may manifest before the primary components. The disease is more likely to manifest
during infancy, but some components may develop in adult patients. As the components of the syndrome do not occur
simultaneously, verification of the diagnosis is often delayed. A significant challenge in the management of patients with
APS 1 is the selection of optimal drug doses due to polypragmasy and the frequent presence of autoimmune disorders
and/or candidiasis of the gastrointestinal tract. We present a clinical case of a patient with an atypical course of APS 1,
in whom the first endocrine components (hypoparathyroidism and hypothyroidism) were diagnosed in adulthood. This
case highlights the phenotypic diversity of APS 1, and the difficulties in selecting therapy when several autoimmune en-
docrine diseases are combined.

KEYWORDS: autoimmune polyglandular syndrome; hypoparathyroidism; primary adrenal insufficiency; primary hypothyroidism.

AKTYAJIbHOCTb

AyTOMMMYHHbIe noNUriaHgynapHble cuHapombl (AMNC) —
rpynna 3aboneBaHui, XxapaKTepu3yloLlanca coyeTaHUem
OBYX 1 6onee ayTOUMMYHHbIX SHAOKPUHHbIX 3a601eBaHu.
Takxe komnoHeHTamu AMNC MoryT 6blTb HESHOOKPUHHbIE
ayToMMyHHble natonorun. AMNC BKIOYAOT MOHOreHHble
3aboneBaHus, Takme Kak AlNC 1 tuna n IPEX cungpom (I —
UMMYHHasA ancoyHKuma, PE — nonnaHpgokpuHonatna, X —
CLemnJIeHHbI CMHAPOM), @ TakXKe CUHAPOMbI C MOINIeHHbIM
TUNOM HacnegoBaHus, Takne Kak AMNC 2 tuna [1].

AMNC 1, Takke M3BECTHbIM Kak ayTOUMMYHHas MOJIMSH-
[OKPUHOMATNA-KaHANAO3-IKTOAe pMasibHasA anctpodus

(APECED; OMIM: 240300) — pepKkoe 3aboneBaHue C ayTo-
COMHO-PeLeccrBHbIM TUMOM HacnefoBaHMsA, OOYC/IOBNEH-
Hoe MyTauuen B reHe ayToMMMyHHoro perynatopa AIRE
(21922.3), maHudecTupyiollee, Kak MNpaBuio, B AETCKOM
Bo3pacTe. YacToTa BCTpeyaemMocCTy No BCEMY MUPY Bapbu-
pyet o1 1:100 000 go 1:80 000 HOBOPOXAEHHbIX B 3aBUCK-
MOCTM oT nonynAumn [2]. InarHo3 ycTaHaBAMBaeTCA npwu
HanMyMM MMHMMYM [BYX U3 TPEX OCHOBHbIX MPOABMAEHMI:
KOXXHO-CNM3UCTbIA  KaHAMA03, rMnonapatupeos, nepsuy-
Had HaAnoyeyHMKoBasa HepocTaTouyHocTb. Kak npasuno,
AMC 1 maHudecTUpyeT KaHAMAO30M KOXM U CIN3UCTbIX
obonouek B Bo3pacTe Ao 5 feT, ganee pa3suBaloTCa rumno-
napaTMpeo3 W HaAMNoOYeYHMKOBAsA HefoCcTaToyHOCTb [3].
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CASE REPORT

CornacHO fAaHHbIM KPYMHbIX SMMAEMUONONMYECKUX WC-
CnefoBaHW, CaMbiM  PacipPOCTPAaHEHHbIM KOMMOHEHTOM
AlC 1 (79-86,1%) [4, 5] aBnaeTcA runonapatnpeos. [laHHoe
3aboneBaHne MaHudecTMpyeT B Bo3pacTe 8,4+10,2 roga
(onanasoH 0,5-56 net) n B 6onblNHCTBE cnydyaes (34,8%)
ABNAETCA NEPBbIM SHAOKPUHHbBIM NPOABIEHNEM CUHAPOMA.
MNepBuYHaa HaAMOYEYHUKOBAA HEQOCTAaTOYHOCTb AMarHo-
cTnpyeTca B Bo3pacTte 18,8+18,6 roga (amanasoH 2-76 ner)
N ABNAETCA NepPBbIM SHAOKPUHHbBIM NPOABNEHNEM CUHAPO-
Ma B 17% cnyyaeB. KomnoHeHTamu AMNCT Takxe MoryT ObiTb
W Apyrue ayToMMMYyHHble 3a60N1eBaHUA: Kak SHAOKPUHHbIE
(NepBUYHbBIN TMNOrOHaAN3M, ay TOMMMYHHbIV TUPEOUAWT, Ca-
XapHbIli gnabet 1 Tuna), Tak  HESHAOKPUHHbIE (ay TOUMMYH-
HbI renaTuT, BUTUAWUIO, anoneuns, NepHULNO3Hasa aHeMusA
n gp.). Tak, ayTouMMyHHble 3ab0neBaHUs LWNTOBULHON e-
nesbl B febioTe guarHoctupyiotca B 5,7% criyyaes, cpenHUi
BO3pacT MauUeHTOB Ha MOMEHT AWArHOCTMKU COCTaBnsAer
14,8+6,2 ropa (onanasoH 3-37 net). CornacHo pesynbTa-
Tam 00CneoBaHNA UTaNIbSHCKOW KOropTbl, BK/lOYaBLUEN
158 60nbHbIX ATC 1, 3a Bpems HabnogeHua (23,7+£15,1 rona)
ayToMMMyHHble Tupeonatuu (y 93,2% nauveHToB — ayTo-
VUMMYHHBIN TUPeoVaNT) pa3Bmnunck B 27,8% cnydaes [4].

Tak kak AMNC 1 npepctaBnseT coboii opdaHHoe 3abo-
neBaHVe, HepeaKko MPUXOAMTCA CTaNKMBaTbCA C HU3KMAM
YPOBHEM OCBEAOMJIEHHOCTM Bpayel, YTo 3aTpyfHAET CBO-
€BPEMEHHYI0 AMArHOCTUKY U MOXET NMpuBOAUTb K pa3Bu-
TUIO Yy NaLMEHTa XN3HEYTPOXKaLMX COCTOAHUN, TaKMUX Kak
OCTpas rmnokanbLmemMmns, agancoHNYeCcKUii Kpus 1 npouue.
bonee TOro, B KNMHUYECKON NMPaKTNKe HEPEOKO BCTPEYaloT-
CA CnyyYyan HETUMUYHOIO TeYEHNA JAHHOro CUHAPOMA, Npu
KOTOPbIX CPOKW NMOCTaHOBKM MPaBWIbHOIO AnarHo3a Takxe
CYLLeCTBEHHO yBennumBatoTcA. JleueHne nauneHTos ¢ AMC1
MOXET NPeACTaBNATb 3HAUMTESIbHblE CIIOXKHOCTM, B CBA3U
C BblHYXXAEHHOW MOXKM3HEHHOW Nnonunparmasmnen, a Takke
0CO0EHHOCTAMM hapMaKOKUHETVKM JIeKapCTBEHHBIX Mpena-
paToB Npu KaHAUAO3HOM UM ayTOMMMYHHOM MOPaXKeHUN
OpPraHoB XeNy[oYHO-KULLEYHOrO TpaKTa.

C yyeToM BbilLecKa3aHHOro, NpeAcTaBifaemM KIMHUYECKn
cnyyain HetnuuyHoro TedeHna AMNC 1 ¢ no3gHum pebrotom
SHAOKPUHHbBIX KOMMOHEHTOB. [IaHHbIN Cryyan nogyepKmBaeT
deHoTnnuueckoe pasHoobpasme AMC 1, a Takxke TPyAHOCTU
B nogbope onTVMasibHOWM Tepanmu Npu COYETaHNN HECKOSIb-
KUX ay TOMMYHHbIX SHOOKPUHHbIX 3a00/1eBaHUIA.

OMUCAHUE CNYYAA

MaywenTKa K. BNnepBble rocnntannsnpoBaHa B oTaen Te-
paneBTMYECKON SHAOKPUHONOIMM VIHCTUTYTa KINMHUYECKON
sHpokpuHonorum MHU PO OIBY «HMWL, sHaokpuHonornm»
MwuH3gpasa Poccun B 2018 1. B BO3pacTe 25 net. Ha momeHT
rocnmTanu3aumm NpeabaBaia *anobbl Ha BbiNageHUe Bo-
NIOC Ha rofioBe, HeperynAapHble MeHCTpyauun, neproamnye-
CKYI0 FO/TIOBHYI0 60J1b, FONIOBOKPYXEHUE, CHUKEHME NAMATU.

M3 aHamHe3a 13BeCTHO, YTo B BO3pacTe 13 neT nocne nepe-
HECeHHOro COTPACEHUA FONOBHOMO MO3ra BO3HUK CYAOPOX-
HbI cMHAPOM. B 24 roga BnepBble nccnegoBaHbl NoKasaTenm
KanbLuin-¢pochopHOro obMeHa, BbisiBNIEHa IMNoKanbLuemus,
CHUXKEeHUe YPOBHA NapaTropmoHa o 0,32 nmosnb/n, yCTaHoB-
NeH AmMarHo3 runonapaTipeosa, MHULMMPOBaHa TepanusA
aKkTMBHON (anbdakanbumpon 1,5 MKr/cyT) U HAaTUBHON (Kore-
kanbuundepon 7000 ME/Hen) dopmamu BuTamuHa D. Ha dpoHe
NeyeHna Cyaoporn He BO3HMKaW.
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B 22 ropga agnarHoCTMpOBaH NepPBUYHbIN TMMOTUPEO3 B UC-
XO[e XPOHUYECKOro ayTOMMMYHHOrO TUPeounamnTa, NHULMK-
poBaHa Tepanusa N1eBOTMPOKCUHOM HaTpWA B f03€e 75 MKr/CyT,
c nocnegyouen TuTpayuen gosbl 4o 112,5 MKr/cyT.

Tak»e 13 aHaMHe3a 3BeCTHO, YTo € 14 neT oTMe4ana Bbl-
nageHne BoOMOC, B TOM UnCie pecHuy 1 6poeei, B 24 roga
OVarHOCTMPOBaHa rHe3gHaA anorneuus, no NoBOAY uYero
B 2017-2018 rr. B TeyeHne 5 mecAueB nosyyana gekcameTa-
30H B CYyTOYHOW f03€e 4 M.

C 11 net oTMeyana MPUCTYMbl NOTEPU CO3HaHWA, CO-
NPOBOXJABLUMECA CHVXKEHUEM apTepuanbHOro AaBfieHUA
go 70/50 MM pT.CT, BO3HMKaBLMNE Ha (OHe CTPEeCCcOBbIX
ciTyauunm v nNpu gnutenbHOM ronodaHuun. B 25 net ogHo-
KpaTHO — MoTepsA CO3HaHMA Npy NPOMNyCcKe nprema aekca-
MeTa3oHa. Kpome Toro, ¢ nogpocCcTKOBOro Bo3pacTta nepmo-
AVYeCKM oTMeyasna TAry K CONleHOoN nuiye.

B 16 net BbiABNEeH aedpuuUT BUTaMMHa B12, No gaHHbIM
330darogyofeHOCKONNY OTMEYANUCb MPU3HAKM MOBEpPX-
HOCTHOrO ractTpuTa, gyogeHuta. lMonyyana Kypcamu Tepa-
nuio Npenapatamn BuTaMmrnHa B12 n ponueson Kucnortol.

C 22 net oTMeTMNa HapylLleHue paHee perynapHoro
(menarche B 12 neT) MeHCTpyanbHOrO UMKNA C 3afep>KKkamm
o 1-1,5 mecaua. Cneunduyeckoro obcriefoBaHnsA 1 neye-
HWA He NPOBOAMNOCh.

B Bo3pacTe 25 neT Bnepsble AUarHOCTUPOBaH BarnHarb-
HbI KaHAWA03.

Mepenombl 1 onepaynn naumeHTka oTpuuana. Cemen-
HbIA aHaMHe3 OTArolWeH Mo caxapHoMy AuabeTy 2 Tuna
y Oefa no MaTepUHCKOM NIUHUM U paKy FOfIOBHOMO MO3ra
y 4efaa rno OTUOBCKOM IUHUM.

Mpwn ocmoTpe: Bec — 63 Kr, pocT — 161 Cm, MHAEKC Mac-
cbl Tenla — 24,3 Kr/m2 KoXHble NMOKPOBbI YNCTbIE, HE Tunep-
NUrMeHTUpoBaHbl. Ouaru anoneuun Ha BOMOCKCTON YacTu
ronosbl, 6poBn n pecHuupbl pegkue. LLintoBugHana xenesa
He yBenuueHa, 6e36one3HeHHas Npy nanbnaunm, HeOAHo-
poaHou CTPYKTYpbl. [ynbc — 72 ygapa B MUHYTY. ApTepu-
anbHoe gaeneHne — 110/70 mm pT.cT. CuMnTOMbI XBOCTEKA
n Tpycco oTpuuaTenbHble.

Pe3ynbTathl N1abopaTOpHO-UHCTPYMEHTaNIbHOro obcne-
[LOBaHVA MaUMEHTKN NpuyBeAeHbl B Tabnuvue 1.

Mpu noctynneHum Ha ¢oHe Tepanuu anboakanbuugo-
nom 1,5 MKr/cyT oTMeyanacb AeKkomneHcauuma runonapartu-
peo3a, OfHAKO KIIMHMYECKNe MPU3HAKU FMnoKanbLuemMun
OTCYTCTBOBaNU. B pamKkax CKpyHMHra oCnoXKHeHUN rnnona-
paTnpeo3a BbinonHeHo Y3 noyek, BbickazaHO MOJ03peHme
0 Hanuuny HedpoKanbLmHo3a. Mo pe3ynbratam 6GUOXVMU-
YeCcKoro aHasnv3a KpOBU [aHHbIX OTHOCUTESIbHO CHUXKEHUS
CKOPOCTU KNy6oUKoBOW GUNbTpaLMm He nony4yeHo. Ha anek-
TpoKapauorpamme GprKCMpoBanoch yanIuHeHUe NHTEPBana
QT, uTO B OTCYTCTBUE APYIUX SNEKTPOSIUTHBIX HAPYLUEHWHA,
a TaKkXKe COMyTCTBYOLWMX 3ab0NeBaHNIA U NpYema npenapa-
TOB, MPUW KOTOPbIX OTMeYaeTca yanuHeHne mHtepsana QT,
BEPOATHO, 0OYC/IOBNIEHO FMMOKanbLUeMUEN.

Ha ¢oHe nprema neBoTUpOKCMHA HaTpua B A[o3e
112,5 mKr npu nccnegosanum TTT agnarHocTupoBaHa meau-
KaMeHTO3Has KOMMeHcaums nepBrMYHOro runotupeosa. MNpu
Y3U wmutoBuaHoM xenesbl 06Luin 06bem coctaBun 5,9 cv’,
B MPaBOWi [10/le — TMNO3X0reHHoe 0bpa3oBaHMe pasmepa-
mn 0,8x1,0x0,5 cm. YpoBeHb KanbLUTOHNHA — B npepenax
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Ta6nuua 1. Tepanva runonapaTpeosa v rmMnoTupeosa 1 pesynbtaTtbl NabopaTopHOro o6cnefAoBaHNA NALMEHTKM, NONYYEHHbIE BO BPEMA rocnuTanv3aumin
B HL, PO OIBY «HMWL, sHgokpuHonorum» Munsgpasa Poccun B nepuog ¢ 2018 no 2022 rr.

UoHb AluBapb Hekabpb MapTt MaprTt Hekabpb
Mokasarenb 5519, 2019r. 2019r. 2021r. 2022r. 2022r. PU
Ha BbinajieHune Ha TATY K CONEHOI | Ha CHIMKeHIe Ha CHIKeHne Ha UZKMiA cTyn | Ha npubasky
BONIOC HA FOIOBE, | MULLIE, CHUKEHUE | MAMATH, TONOBHYHO | NAMATH, [0 ABYX pa3 B BECE Ha 2 KT
HeperynapHble namsy, 60nb, 3anopbl, BbINajieH1e BONOC, | B fieHb, CYAOPOTM, | B MecAl,
MeHCTpyaLmy, TONOBHYt0 607b, | HeperynApHble roNoBHyt 60/1b, | HeperynapHble BbiMajeHue Bonog,
Wano6bi 1o TONOBHYI0 60/b, | OTEKM HIKHUX MEeHCTpyaLmun HeperynapHble MeHCTpyaLmn HeperynapHble
p FONOBOKPYXKeHUe | KOHEYHOCTelA, MEHCTpyaLmy, MeHCTpyaLmn -
nocTynneHum
I CHUXKeHue 3anopbl, «NPUANBBI»,
namaTi CNOUCTOCTD nepebou B pabote
HorTeid, cepaua
HeperynapHble
MeHCTpyaLmu
AK 1,5 mkr gHem | AK 1 MK aHem AK 1 MKr aHem, AK 1 MKr aHem, AK 1 mkryTpom, | AK 1 mKr yTpom,
KK no 1500 mr 0,5 MKr Beuepom | 0,5 MKr Beuepom | iHEM 1 BeYepoM | iHEM 1 Beuepom,
Tepanus AHeM M Ha Houb | KK no 1500 mr KK no 1500 mr KK 1500 mr yTpom | 0,25 MK Ha HOub
runonapatupeosa K30 kan/Hen OHEM M HAHOYb | AHEM M HAa Houb | 1 AHem, 2000 mr | KK 1500 mr ytpom, -
Mpy NOCTYNNEHNN K30 kan/Hepn K30 kan/Hen BEYepoM JHEM 11 BEUEPOM,
K40 kan/Hen 500 mr Ha HOYb
K30 kan/Hen
AnbbymuH-ckop-
PeKTUpOBaH-
HbIN KanbLnit 1,82 2,08 1,94 1,8 1,74 1,94 2,15-2,55
npyu NOCTyNAeHUH,
MMONb/N
Oochop npu
noCTynneHny, 1,95 2,06 2,3 2,33 1,62 1,83 0,74-1,52
MMONIb/N
Kansut yroHoL 11 1,06 0,92 1,08 . 2,65 25-8
MOUK, MMONb/CyT
AK 0,25 mkr ytpom | AK 1 MKr AHem, AK0,75 mkr gHem, | AK 1 mkryTpom, | AK1mkrytpom, | AK 1 mkr
11 BeYepom 0,5 mkr Beuepom | 0,5 MK HOUbH JHeM 1 Beyepom | 1,5 MKT aHem, YTPOM, 2 MKF
KK 1000 ytpom KK no 1500 mr KK 2500 mr gHem, | KK 1500 MryTpom, | 2 MKr Beuepom, | AHeM, Be4epom
Tepanua 1 1500 Beyepom | AHeM M Ha Houb | 2000 Mr HA HOUb | IHEM 1 BeYEpOM | 2 MK Ha HOUb 1 1,5 MKr Ha Houb
runonapatmpeo3a K30 kan/Hen K30 kan/Hen K30 kan/Hen KK 1500 mr KK 1500 mr yTpom, -
npy Bbinncke YTPOM 1 HeM, JIHeM, Beuepom
1000 mr Beyepom | 11 1000 Mr Ha HOUb
11 Ha HOYb K30 Kan/Hen
K45 kan/Hen
AnbbymuH- ckop-
PEATUPOBAHKbIN 2,09 1,98 2,04 213 1,88 2,85 2,15-2,55
KanbLui npu
BbINUCKE, MMONb/N
Qocpop npu 1,78 1,85 1,97 2,27 1,44 211 0,74-1,52
BbINNCKE, MMONb/N
25(0H)surranuk D, 36,9 - - 38,9 31,1 37,7 30-100
HF/MN
MarHwuii, Mmmonb/n 0,82 - 0,796 0,71 0,686 0,79 0,7-1,05
Kpearnits, 74,4 93,6 745 83 758 85,4 50-98
MKMOJb/N
(Ko,
M/MAH/, 73 W2 97 73 9 83 92 80 -
Kopruson yrpom, 402,8 - 1,94 - - - 123-626
HMOMb/N
AKTT yTpom, nr/mn 83,09 - 1875 - - - 7-66
AnbpoctepoH, 121 - - - - - 70,9-980
nMoAb/n
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OkoHYaHue mabnauywl 1

WNioHb

AuBapb

Oekabpb

Maprt

Mapr

Hekabpb

Mokasarenb 55151, 2019r. 2019r. 2021r. 2022r. 2022r. PU
Penun, ME/n >500,0 >500,0 41,22 - 2,63 286,5 2,8-39,9
Kanuit, mmonb/n 5 4.8 43 4, 3,03 43 3,5-5,1
Hatpuii, Mmonb/n 138 141 142 142 142,8 137,2 136-145
AuHTuTena
K 21-rnapokcunase, 2,94 - 1,77 - - - <04
MMONb/N

NeoTUpOKCUH NeBoTHPOKCUH JleBOTUPOKCUH JleBOTUPOKCUH NeoTUpOKCUH NeBoTHpOKCUH
Tepanua HaTpua 112,5 MKr | HaTpua HaTpua HaTpus HaTpus HaTpus
runotupeosanpu | (Bec 125 mkr (Bec 100 mr (Bec 100 mkr (Bec 112,5 MKr (Bec 112,5 mKkr (Bec -
nocTynneHnu NMaLMeHTKN — NaLneHTKn — naLneHTKn — NaLneHTKn — NMaLMeHTKN — NaLneHTKn —
63 Kr) 63 Kr) 60 Kr) 59 kr) 59 kr) 59 kr)

T, MME/n 0,97 0,048 0,88 6,27 6,57 0,034 0,25-3,5
Antutena k MO,
ME/mn 381,4 - - - - - 0-5,6
Antutena k T,
ME/mn 4000 - - - - - 0-115
[nioko3a, Mmonb/n 494 - 5,28 51 4,09 5,45 3,1-6,1
WHcynuH, MKE/mn 13,51 - 8,27 10,8 3,47 - 2,3-26,4
C-nenTua, Hr/mn 2,6 - 2,07 - 2,07 - 1,1-4,4
[MMKNpOBaHHbIIi 58 i ) 55 58 53 16
remornoouH, %
AHTuTEna K rnyTa-
Mataekapbokcuna- 0,4 - - - - - 0-1
3e, En/mn
AuTuTena
K TpaHcnoptepy <1,0 - - - - - 0-15
unHKa 8, En/mn
AuTutena k
TMpo3uHdocaTase, 1,9 - - - - - 0-10
En/mn
Aututena
K 0CTPOBKOBbIM 0,26 - - - - - 0-1
Knetkam, Eg/mn
AuTuTena 131 i ) i i i 0-10
K uHcynuuy, Ea/mn

534.M. 1. 128.M. 1. ) i i i 0.¢.:1,9-11,7,
G)Cr, Eﬂ/Mﬂ 16,4 31’4 ﬂ.¢.: 1,4—9,6

53 4. M. 1. 12 p.m. 1. ) i i i 0.¢.:2,6-12;
I, En/wan 9,13 248 n.6.:0,8-155
JcTpaamon, 534.M. 1. 124 M. 1. i i i i 0. ¢.:97-592;
nMosb/n 283,96 332,25 n.¢.:120-738
AHTuTtena
K TKaHeBoI i 1 i i 0,87 ) 0-10
TPaHCrioTaMuHaze
(IgA), ME/mn
AuTuTtena
K rnnaguHy IgA, - 3,07 - - 1,6 - 0-12
ME/mn
Buramu B12, i 311 26 : i 164 191663
nr/mn

MNpumeyaHue: P — pedepeHcHbln nHTepBan, AK — anbdakanbumpon, KK — kap6oHat Kanbuua, K — konekanouudepon, TNMO — Tupeonepokcniasa,
TI — TmpeornobynuH, JIT — notenHunsnpyowmin ropmoH, OCI — ponnnkynoctumynupyowmin ropmoH, TTI — TupeoTponHbiii ropmoH, AKTI — aapeHo-
KOPTMKOTPOMHBbI ropMoH, CKD — ckopocTb KnyboukoBon punbtpaumum, kan/Hea — Kanenb B Hegento (1 kanna — 500 ME), . M. L. — AeHb MeHCTPpYyanbHOro
umkna, ¢. ¢. — donnukynmnHosan ¢asa, n. ¢. — notenHoBan dpasa.
MonyXnpHbIM BbigeneHbl MoKasaTenn, He COOTBETCTBYOLWE pedepeHCHOMY Arana3oHy.
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pedepeHcHbIx 3HaueHuii (MeHee 1 nr/mn). Mo pe3ynbTatam
LUTONOrMYECKOro NCCNefoBaHNA MaTepurana, Nony4YeHHoro
npu NyHKUMOHHOW Grioncum, NoaTBEPKAEHA 30Ha ayTOUM-
MyHHoro TnpeougmTta (Bethesda Il).

C yyeToM JINTENIbHOTO aHamHe3a AeduunTa BUTAMUHA
B12, ona ncknioyeHnsa ayTOMMMYHHOIO NMOpaXkeHUsa Cin3u-
CTO 06ONIOUKN KenyfiKa BbIMOfIHeHa 330daroractpogyope-
HOCKOMNWA, ANAarHOCTUPOBAH KaHAMAO3 NULLEBOAA 1 MOBEPX-
HOCTHbIV racTpuT.

lNpuHMMaa BO BHUMaHWE AaHHble aHamHe3a (3NmM30fbl
NnoTePU CO3HAHWA, CHUXKEHME apTepuanbHOro AaBfieHUs,
TATY K CONEHOM Muule), a TaKXkKe Hanuyme ABYX OCHOBHbIX
komMmnoHeHToB AlC 1, 3anogo3peHa nepBMYHas Hagnoveuy-
HUKOBasi HeQOCTAaTOYHOCTb. YPOBEHb KOPTM30Ona KpOBWU
YTPOM COOTBETCTBOBaN «cepoi 30He», AKTI noBblleH He-
3HauUTENbHO (MeHee YyeM B 2 pasa MO OTHOLLEHMIO K BEPX-
Hel rpaHnue pedepeHCHOro UHTEpBana), Takke OTMEUYEHO
NOBbILIEHNE YPOBHA PEHUHa MPU HOPManbHOM 3HauYyeHUn
anbAoCTepPOHa 1 3EeKTPONUTOB KPoBU. BbinonHeHa npoba
C VIHCYIMHOBOW TUMOrNVUKeMMEN: MUHUManNbHbIN YPOBEHb
rMoKo3bl cocTaBmn 0,5 MMONb/N, NUKOBBIN YPOBEHb KOPTU-
30na — 481,6 HMonb/N. Taknm 06pa3om, AMArHOCTUPOBaHa
naTeHTHaA HaAMoOYEYHUKOBAA HEAOCTaTOYHOCTb. AyTOUM-
MYHHbBI reHe3 3aboneBaHVA MOATBEPXKAEH Ha OCHOBAHMU
BbIABIEHHOIO NMOBbILIEHHOIO YPOBHA aHTUTEN K 21-TMapOoK-
cunase. C yenblo reHeTUYEeCKOro NOATBEPXKAEHUA AMarHo3a
AlC 1 BbINONIHEHO cekBeHUpoBaHWe reHa AIRE: BbiABneHa
KOMMAyHA-reTepo3nroTHas myTtauus ¢.769C>T n c.821delG.

Ana mncknoyeHna Opyrmx BO3MOXHbIX KOMMOHEHTOB
ATNC nccnenoBaHbl YPOBHY FOKO3bI, MUKUPOBAHHOIO re-
MOrobmHa, nHcynrHa u C-nenTrga, AaHHbIX 3@ CaxapHbIi
anabeT He nony4yeHo. [nA NpPOrHo3MpoBaHMA puUCKa pas-
BMTWA caxapHoro amnabeta 1 Tmna BbIMNOMHEH 3ab0p KPoOBU
Ha aHTMTeNa K KOMNOHeHTam 6eTa-KNeTOK NMoAXKenyLouHON
Xenesbl — B npeaenax pedpepeHCHbIX 3HaYeHNIA.

C yyeToM HapyLleHNA MEHCTPYaNbHOro LUK, Ucciemo-
BaHbl YPOBHU MOJIOBbIX TOPMOHOB — Y6eAnTeNbHbIX AaHHbIX
3a MePBUYHbIV FTMMOroHaan3m He nony4yeHo. lNposeaeHo Y3
OpraHoB Masioro Tasa: BbIIBNEHbI MPU3HAKM MMMOMNIa3um Any-
HMKOB (NpaBbit AnYHMK — 1,0 cm®, neBbii — 0,7 cv®). C yue-
TOM YPOBHSA aHTUMIONNIepoBa ropmoHa <0,1 Hr/mn (0,1-10,6),
CAenaH BbIBOA O CHMMXKEHHOM OBapuanbHOM pesepae.

B cTtaumoHape npoBeAeHa KoppeKuma Tepannm rmrnona-
paTvpeo3a: 4o3a anbdakanbLuaona cCHKeHa o 0,5 MKr/cyT
M pacnpegeneHa Ha ABa npvema (AHeM 1 Ha HOYb), OMON-
HUTENbHO Ha3HauyeH KanbuuA KapboHaTt no 1500 mMr aHem
M Ha Houb. lNpogomxeHa Tepanus Konekanbuudeponom
B nopgepxmeatowen gose 15 000 ME (30 kanenb) B Hefe-
mo. Ha poHe Koppekuun Tepanum JOCTUTHyTa MefKaMeH-
TO3HaA cybkomneHcauma 3aboneBaHmA. KoHcynbTpoBaHa
racTpO3HTEPOSIOrOM MO NOBOAY KaHAMA03a CM3UCTON 060-
NOYKM NULLEBOAA, Ha3HAUYeHa Tepanus NPOTUBOrPUOKOBbLIM
aHTUOMOTUKOM. YunTbiBasi AUArHOCTUPOBAHHYK MepBUY-
HYI0 HaIMOYEYHNKOBYIO HEQOCTAaTOYHOCTb, UHULUUNPOBAHO
neyeHue rMapoKkopTnsoHom 15 mr/cyt (10 mr yTpom n 5 mr
Beuepom) n nygpokoptmsoHom 0,025 mr ytpom. Ha poHe
npvema 112,5 MKr N1eBOTUPOKCUHA HaTPUA OTMeYanca syTu-
peo3, KoppeKumMmn Ao3bl NpenapaTta He TpeboBanocb. KoH-
CYNbTUPOBaHa N'MHEKOJIOrOM, PEKOMEH0BaH Npuem Anapo-
rectepoHa ¢ 16 no 25 geHb MeHCTPYanbHOro LnKna.

KnuHunyeckas 1 skcnepumeHTanbHasa Tupeongonorus 2023;19(2):18-25

doi: https://doi.org/10.14341/ket12767

KNUHUYECKIMI CNYYAW

[anee HeogHOKpPATHO roCcnNUTanU3npoBaHa B OTAeN Te-
paneBTUYECKON SHAOKPUHOAOTUN VHCTUTYTa KIMHNYECKOMN
sHpokpuHonoruv ML PO OIBY «HMUL, sHaookpuHonorum»
MwuH3gpasa Poccun. PesynbraTbl 06CnefoBaHMsA B AUHAMUKE
npuseneHbl B Tabnuue 1.

Ha npoTsxxeHnn Bcero nepuoga HabnogeHus, HecMoTpsA
Ha OVMHAMUYECKUA KOHTPOJb MokasaTeneln Kanbuuin-¢oc-
¢dopHOro obMeHa M KOpPEKLMIO Tepanuuv, JOCTUYb KOM-
neHcauMm XPOHUYECKOro runonapaTtmpeosa He yaaBanoch.
pw 5TOM faHHbIX 338 TMNOMarHNEMMIO Ha BCEM NPOTAKEHNN
3aboneBaHNA He MOJNyYeHO (3a WCKNIOUYEHVEM OfHOKpaT-
HOrO HEBbIPAXXEHHOrO CHVXEHUA YPOBHA MarHWsa B MapTe
2022 r.). Npu Y3U nouek B AUHaMMKe NMPU3HAKOB Hedppo-
KanbLMHO3a He BbiABNeHo. [Tpn ouepegHOM CKPUHUHIe OC-
NOXKHEHWIN XPOHMYECKOrOo rmnonapaTtrpeosa B mapte 2022 .
BbIfIBJIEHA OCJIOXKHEHHAA HayanbHasA KaTapakta oboux rnas.
Mpn peHcnTOMETPMKU MNOKasaTenu MUHEPANbHOW MIOTHO-
CTU KOCTHOW TKaHW B MOACHWYHOM OTAefie NO3BOHOYHMKA
U NPOKCMMasibHOM OTAernie 6efpeHHO KOCTU MpPeBbIaIu
BO3pacTHyto Hopmy (5,4 SD n 3,1 SD no Z-Kputepuio cooT-
BETCTBEHHO), B y4YeBOV KOCTW MOKa3aTeNb COOTBETCTBOBAS
BO3pacTHon Hopme (0,4 SD no Z-kputepuio), 4to, Hanbornee
BEPOATHO, 0BYC/IOBNEHO XPOHNYECKUM I'MNOMNapaTupeo3om.

Heobxopgnmo oTMeTWTb, UTO [03a JIEBOTUPOKCMHA Ha-
TPUWA TakKe MHOFOKPATHO MeHsANachb B CBA3W C HEQOCTMXe-
HMEeM MeAUKAMEHTO3HOW KOMMEeHCauuu runotmpeosa unm
pa3BuTUEM ATPOrEeHHOro TMPEOTOKCMKO3a, HECMOTPA Ha OT-
CYTCTBME 3HAUMMbIX KOonebGaHUM Beca NauueHTKn 1 cobnio-
JeHue pexrmMa npuema MmegukaMmeHToB (MHTepBan 4nvTenb-
HOCTbIO MMHMMYM 4 Yaca mexay NpueMomM NeBOTUPOKCMHA
1 npenapaTtoB BuTammHa D). Mo Halwemy mMHeHuto, y 60nb-
HOW OTMeuvanacb BaprnabenbHOCTb BCACbiBaHWA Mpenapara
B K/LLEYHVIKE, B CBA3M C YeM NMPOBEAEH CKPUHWHT LiennaKkmm,
OfiHaKO NOBbIWEHNA aHTUTEN K TKAHEBOW TPaHCryTaM1Hasze
W rMrariHy He BbiABNEHO. PeKoMeHOOBaHO paclMpeHHoe
06cnefoBaHME B YCJIOBUAX raCTPOIHTEPOSIONMYECKOrO CTa-
LunoHapa.

3a nepuog HabnogeHVA NPOBOAUIACL TUTPaLUA [O3bl
$nyapoKopTU30HA NOJ KOHTPOIEM YPOBHS PEHMHA U SeK-
TPONUTHOTO COCTaBa KpoBu. B 2019 r. Ha ¢oHe npuema ru-
LpoKopTM30Ha 12,5 Mr/cyT n dnyapokopTnsoHa 0,1 mr/cyT
nepeHecna Xupypruyeckoe feyeHvie nog obueln aHecTesu-
e (oKTA6Pb) 1 yaaneHve 3yba (gekabpb), Npu 3TOM Koppek-
LUMA 3aMeCcTUTeNIbHON Tepanuu MMIoKOKOPTUKOCTEpOMAaMu
He NpoBOAMNaCh, BMeLLaTeNbCTBa NepeHecna yaoBneTBopu-
TesibHO. B ¢BA3M € Yem 3anofo3peHO BONTHOOOpa3Hoe Teve-
HMe NATEHTHOW HAAMOYEeYHUKOBOW HEJOCTAaTOYHOCTU. B ge-
Kabpe 2019 r. NOBTOPHO npoBefeHa Npoba C MHCYIMHOBOWN
rUNoravKemmnen Ha poHe OTMeHbI 3aMeCTUTESIbHOW Tepanuu
HaAMOYEYHNKOBOW HEQOCTaTOYHOCTM B CTaLMOHapPHbIX YC-
NOBUSAX: MVKOBBIA YPOBEHb KOPTM30/a HAa GOHe JOCTMXKe-
HUA TUNOMMUKEMUN COCTaBWA 2,52 HMOJb/N, TakXKe oTMe-
YeHOo BblpaxeHHoe nosbiweHue AKTI, yto nopgTBepamnno
HanMune NepBNYHON HAAMOYEYHNKOBOW HEeQOCTaTOYHOCTMY.
[o3a rugpokopTn3oHa yBenuyeHa Ao 15 mr/cyT. YunTbiBas
MoKa3aTesiv 3NeKTPOSINTOB 1 PEHKHA, f03a GyapOKOPTU30-
Ha ocTaBneHa npexHen — 0,1 mr/cyT.

B cBA3m ¢ pednunTom BUTammHa B12, naumeHTKa npo-
JOMXnna nosyyatb KypCoBoOe JieueHre LmaHKobanaMmHom.
Mpu ovyepenHon 330¢haroracTpoayofeHOCKONMM B iIHBape
2019 r. gnarHoCTNpPoOBaH aTPOPUUECKNIA TaCTPUT, a TaKXKe
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CASE REPORT

BbISIBIEHbI aHTUTENA K BHYTpeHHeMy dakTopy KacTtna (K na-
pUeTanbHbIM KNEeTKaM »KenyfKa He 06Hapy»KeHbl), 4To nog-
TBEPAWIIO ayTOMMMYHHbI reHe3 3aboneBaHus.

B anBape 2019 r. 3anogo3peH rmneproHagoTPONHbIA TW-
MOroHaZiM3Mm, KoTopblii BepuduumpoBaH B ¢espane 2020 r.
Ha cefbMOW AeHb MeHcTpyanbHoro umkna OCI — 38,2 Ep/n
(1,9-11,7), nr — 21,7 Ep/n (2,6-12,1), 3ctpagmon —
78,8 nmonb/n (97-592). Bonpoc 06 MHMLUMauun 3amecTUTeslb-
HOW rOPMOHASIbHOW Tepannn OTJIOXKEH B CBA3W C TPOMbOOLU-
To30M (MakcumanbHo Ao 542*10° kn/n (152-372); cornacHo
pe3ynbratam Y3/ opraHoB GPIOLLHOM NOMOCTY, He 06YC/TOBIEH
rMMocCneHnel) u HeO6XoANUMOCTbIO LOMOSHUTENbHBIX MCCIe-
[OBaHU NO peKOMeHJaLMM remaTosora.

3a nepuog HabnoaeHUs HEOLHOKPATHO AUArHOCTUPO-
BaHbl peuuanBbl KaHAMAO03a NULLEBOAA, Braranumila, a Tak-
Xe cnusncTor 060104YKM NONOCTU PTa, MO NOBOAY KOTOPbIX
Ha3HayanocCb COOTBETCTBYIOLLEe NieyeHue. o noBoay rHesg-
HOI anoneuun TPUXONOroM Ha3HayanMcCb BHYTPUKOXKHbIE
WHBEKLWN AUNPOCTaHa C NONIOXUTENbHbIM SbdpeKToM.

B okTA6pe 2021 r. NauneHTKa nepeHecsia HOBYO KOPOHa-
BUPYCHYI0 MHPeKUMIo (cpeaHen cteneHmn Taxectn). Ha doHe
UHGEKLMOHHOTO 3ab0oneBaHMs OTMeyanocb O6OCTpeHue
KaHAMao3a cm3ncTbix obonoyek. MNocne pekoHBanecueHUMm
noABWIacb Anapesa C PeakTBHbIM renaTuToM, Pa3BuUICA Cy-
DOPOXHbIN cnHapom. B nepuog rocnutanmsauum B ML, PO
OIrBY «HMWL, shaokpuHonorum» Munsgpaea Poccun guarHo-
CTMpOBaHa JEKOMMEHCaLma rMnonapaTnpeosa, uYto notpebo-
BaJIo Ha3HaYeHVA BbICOKUX J03 anbdakanbLuugona n kapbo-
HaTa Kanbuua. C yyeTom gmapen NpoBOAUIOCh BPEMEHHOE
yBenMyeHne [03bl rMapokopTusoHa Ao 20 mr/cyT. B cBA3m
C Npu3HaKamy Mepefo3vpoBKU GyapOKOPTU30HOM, A03a
npenapaTa ymeHblueHa go 0,025 mr/cyt. HecmoTpsa Ha Heue-
nesow nokasatenb T 1T, KoppeKuna 3amecTUTeNIbHON Tepanumn
NEBOTUPOKCMHOM HaTpMA He NpoBoAMIacb — B CBA3N C Ana-
PeNHbIM CMHLPOMOM M MEAUKAMEHTO3HOW CybKoMMeHcauum-
€l MIOKOKOPTUKONAHOWN He[OCTaTOYHOCTU. Takke nocne ne-
peHeCceHHON HOBOW KOPOHABMPYCHOW MHGEKUNY OTMEYEHO
nporpeccnpoBaHmne anoneumnn Ao ToTaslbHOM.

OBCYXXAEHUE

[aHHbIN KNMHMYECKUI Calyvyan [eMOHCTPUpPYeT HeTu-
nuuyHoe TeyeHne AMNC 1 ¢ no3gHen MmaHudecTaumnen oCHOB-
HbIX KOMMOHEHTOB CMHAPOMA 1 BbIAB/IEHMEM MX Ha CTagnn
MUHUMAaNbHbIX KNUHUYECKUX npoasneHui. MNepBbiM 3HAO-
KPVHHbIM KOMMOHEHTOM, KOTOPbIA, OQHAKO, He ABnAeTcA
OCHOBHbIM, CTaJl NEPBUYHbIV TMMNOTNPEO3 B UCXOAE ayTOUM-
MYHHOrO TrpeouauTa. Kak oTMeyanocb paHee, ayTOMMMYH-
Hble TMpeonaTun Hepeako pa3suBaloTcA B coctaBe AlC 1.
bonee Toro, npegnonaraeTca HanmMumne accoumaunm ayTonm-
MYHHOrO TMpeouamuTa Npu AaHHOM CUHAPOME C MyTauuen
B KofoHe 228 (G228W) B reHe AIRE [6]. OqHaKo B OTHOLLEHUN
ayTOVIMMYHHbIX 33a00N1eBaHUN LWUTOBUAHOM ene3bl, Kak
nepBbix kKomnoHeHToB AlC 1, nuTepaTypHble JaHHble BeCb-
Ma OrpaHuyeHbl. Takum obpa3om, NpeacTaBAEHHbIN HaMU
KINMHUYECKUN CNlyYal HarnaaHo 4eEMOHCTPUpPYeT Heobxoau-
MOCTb HaKOMEHUA KNVHUYECKNX N FTeHETUYECKNX AaHHbIX
nauveHToB ¢ AMNC 1 gnsa nlydyeHus reHoTMn-peHOTMNUYE-
CKMX accoumalmn.

HecmoTpsa Ha Hanuume y naumeHTKn € 13 net cygopor,
KOTOpble, C BbICOKON BEPOATHOCTbIO, ObLIM MPOABIIEHNEM
OCHOBHOro komnoHeHTa AlNC 1 — runonapatnMpeosa, Au-
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arHo3 Obin YCTaHOBNEH TOMbKO B Bo3pacTte 24 net. Cnnsu-
CTbIl KaHAMAO03 AMArHOCTUPOBAH B Bo3pacte 25 net, oa-
HaKO He MCKIIYaeTcs CYOKNMHMYECKOe TeUeHMe JAaHHOro
3aboneBaHuA B 6oniee paHHeM Bo3pacTe. ALANCOHNYECKOrO
Kpu3a yganocb n3bexatb, BEPOATHO, 3a CYET Npuema mio-
KOKOPTMKOCTEPOMIOB MO NMOBOAY aNioneumn, a TakxKe paH-
Hero BbIABNEHNA (Ha NAaTEHTHOW CTaguu rMNoKopTULM3MA)
N Ha3HayYeHVA 3aMeCTUTeNIbHOW Tepanuu KO- U MUHe-
panokopTukongamu. Takxke y naumeHTKNn Umenncb apyrume
ayTOVIMMYyHHble 3a0OneBaHuA: anoneuus, nepHULMO3Has
aHemMuA BCNIeACTBME ayTOMMMYHHOrO racTpuTa, rmnepro-
HaJOTPOMHbIN TMMOroOHaAM3M, KOTOpble YacTo accouumpo-
BaHbl ¢ AMNC 1. He ncknoyaeTtcs, YTo HETUMNYHOE TeyeHue
CUHAPOMa OOYC/IOBNIEHO TEeHETUYECKUMU OCOBEHHOCTAMM.
Tak, myTauma ¢.821delG B reHe AIRE paHee onncaHa nuuib
y ogHoro nauueHTa [7] (B To Bpemsa Kak myTauma c.769C>T
ABNAETCA CAMOM YaCTO BCTPeYaemMom B pOCCUNCKON Nonyna-
uvn). Takum 06pa3om, NpeacTaBeHHbIN KIMHUYECKUIA CITy-
Ya nofuepKMBaeT HeOOXOAMMOCTb NMPOLOIIKNUTL U3yUYeHne
deHoTUN-reHoTUNNYeCKNX kKoppenauun npu AMC 1.
OCHOBHaa CJNIOXHOCTb AAHHOTO KIVUHWYECKOro Cyyas
3aKknyanacb B nogbope ONTUManbHbIX 103 MpPenapaToB
Kanbuus 1 akTBHOW ¢popmbl BUTammHa D. HecmoTps Ha Kop-
pekuuio Tepanuu, cobnofeHrie NauveHTKON ANETUYECKUX
pekoMeHpauMn N AVMHAMUYECKUN KOHTPOMb MOKasaTtenemn
Kanbumin-pochopHoro obmMeHa, OCTMUb MEANKAMEHTO3HOM
KOMMeHcauM1 runornapatMpeosa He yaaBasocb, UYTo, ouve-
BMOHO, MPUBENO K Pa3BUTMIO Y MALUEHTKU OCHNOMHEHHON
KaTapakTbl. Kpome TOro, gnutenbHon cybkommeHcauuen
3aboneBaHnA 06ycnoBMeHa afanTauysa NALUNEHTKN K XPOHM-
YeCKOW rMnoKasbLMeMun 1 oTCyTCTBUE crneuudryecknx ans
rMMNonapaTnpeosa Xanob NpPakTMUYecKy Npy Kaxkgow rocnu-
Tanv3aummn B CTaumoHap. BepoATHO, MPUYMHON CNOXHOCTEN
npu nogbope [03 NpenapaToB KanbLus, anbpakanbLuaona,
a TaKXe NeBOTUPOKCMHA HaTpuA ABNAIOTCA NTEKapPCTBEHHbIE
B3aumogencTaua. Tak, rmapoKOPTU3OH CHIKAET BCacbliBaHME
npenapaTtoB Kanbuma [8]. Kpome TOro, nonyuyeHbl AaHHble,
CBUAETENbCTBYIOWME B MOJMb3Y BAUAHUA [TIOKOKOPTUKOW-
OB Ha MeTabonu3m BrTaMuHa D: ycurneHve MHakTuBauuu
25(OH)BuTtamnHa D n 1,25(OH)ZBI/ITaMVIHa D [9]. BmecTe ¢ Tem
npenapartbl KajibLnA MOTyT HapyllaTb BCacbiBaHUE JIeBOTU-
pokcuHa HaTpus [10]. HecmoTps Ha cobniofeHne nauneHTKoN
pekoMeHAaLmii Mo pa3obLyeHnIo NprYema NpenapaToBs BO Bpe-
MEHU, Mbl HE MCKJII0YaeM NleKapCTBEHHbIE B3aUMOAENCTBUA
nocne abcopbumm npenapaTtos. Kpome Toro, Mo AaHHbIM -
Tepatypbl, B 25% cniyyaeB komnoHeHTamu AlC 1 ctaHoBATCA
AYTOMMMYHHbIE FacTPOVHTECTUHANbHbIE 3a00NeBaHMSA: ayTo-
UMMYHHbI racTpuT, Manbabcopbuus, cteatopes [7], uto Tak-
e CyLLeCTBEHHO BNUSET Ha GapMakOKMHETVKY NpPenapaTos.
B cBA3U C yeM NaUMeHTKe peKoMeH0BaHO paclUMpPEHHOE ra-
CTPO3HTEpPONIOrMYeckoe 06cnefoBaHme.

3AKNIOYEHUE

CBoeBpemeHHasa guarHoctnka AlC yacTto 3aTpygHeHa.
BbifBneHne paxe OAHOrO ayTOMMMYHHOro 3aboneBaHus
y MaumeHTa [AOMKHO HACTOPOXWUTb Bpaya B OTHOLIEHMUM
NOTEHUMANbHOW BO3MOXHOCTU HanMuua WAM  PasBUTUA
B Oyaywem AMC. Tak, runonapatupeos sfBAAETCS MepBbiM
Nno yacToTe BCTpeyaemocT KomnoHeHTom ATC 1 [11], noa-
TOMY B CJ/TyYae ero BbifBIeHNA HE06X0ANMO NPOBECTU CKPU-
HUHT OPYrnX KOMMOHEHTOB CMHAPOMA, B MepBY0 ovepenb
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HafnNnoYeYHNKOBOW HefocTaTouyHOCTM [12]. OgHaKo HepefKo
BbIABNEHNIO OCHOBHbIX KOMNoHeHTOoB AlC 1 npepglwecTeyeTt
OVArHOCTMKa APYrux ayTOMMMYHHbIX SHOOKPUHHBIX 3abo-
NIeBaHW, B TOM YMCNe WNTOBUAHON Xene3bl. TakKe, HeCMo-
TP Ha TO YTO 3aboneBaHVe B OOMbLINHCTBE CNyYaeB MaHU-
decTnpyeT B AETCKOM 1 MOAPOCTKOBOM BO3pacTe, criegyet
NMOMHUTB: M0G0 13 KoMnoHeHToB AMNC 1 MOXKeT pa3BUTbCA
1 BO B3pOC/IOM BO3pacTe.

Mpun neyeHUN NALMEHTOB C HECKONIbKNMY ay TOVMMYHHbI-
MW SHAOKPWHHbIMU NATOSIOTMAMM MOTYT BO3HVKHYTb TPYAHO-
CT1 B nogbope Tepanuu, raBHbIM 06pa3om, B CBA3U C BbIHYK-
[JeHHOW Nnonunparmasren, a Takxke HapyLueHem BcacbiBaHUA
npenapaToB Ha GOHe MOPAKEHUS OPraHOB XKenyLoYHO-KU-
LUEYHOTrOo TpaKTa. YUnTbiBas CJIOXKHOCTM B Nogbope Tepanuu,
COYeTaHue SHAOKPUHHbBIX 1 APYrux ayTOUMMYHHbIX 3abore-
BaHNIN, HEOOXOAMMOCTb ANHAMNYECKOro HaboaeHnA 1 CBO-
€BPEMEHHOTIO BbIABIEHNA HOBbIX KOMMOHEHTOB, MALMEHTOB
c AMNC 1 pomkHa KyprpoBaTb MyNbTUAMCUUMNAIMHAPHAA KO-
MaHAa B YCNOBUAX CNeLManmn3mpoBaHHbIX LLEHTPOB, a Takxke
npv NOMOLLM TENEMEANLNHCKNX TEXHONOMNIA.

KNUHUYECKIMI CNYYAW

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHuk ¢puHaHcmpoBaHuA. PaboTta BbiMosiHEHa B pamKax rocy-
[apCTBEHHOro 3ajaHuA «XPOHWYECKU MOCeonepaLnoHHbIn N HexXu-
pypruyecknin rmnonapaTMpeos: NPeauKTopbl OCNOXHEHNI 3aboneBaHnA
1 KOHTPOJIb AUArHOCTVKM, IeYEHNA N MOHUTOPMHIA NaLMEHTOB C UCMOMb-
30BaHVeM CUCTEM MOAAEPXKKM NPUHATVA BPaYeOHbIX peLleHNin», perncTpa-
LMOHHbIN Homep 123021300171-7.

KoH)nuKT nHTepecoB. ABTOpPbI AEKNAPUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

Yyactue aBTOpOB. ABTOPbI OACOPUNM rHaNbHYIO BEPCHIO CTaTby
nepep nybnvkauuen, Bbipasun cornacme HeCTM OTBETCTBEHHOCTb 3a BCe
acnekTbl paboTbl, NOAPAa3yMeBaloLLYIO HafJieXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3aHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTh
paboTbl.

Cornacue naumeHTa. MayneHT JO6POBO/BHO NoAnMcan UHGOPMUPO-
BaHHOe cornacue Ha ny6anKaLuio NepcoHanbHON MeANLIMHCKON NHbOp-
Mauum B 06e3nmyeHHon dopme B KypHasne «KnnHnYeckas u 3KCnepumeH-
TanbHasa TMPeonJoNornsa».
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