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AYTOVMMYHHBbIN NOSNTAAHAYNAPHbLIA CUHAPOM 1-FO TUMA Y PEBEHKA
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HUW neguatpun (oup. — [OKTOp Med. Hayk . V. Buwaposa), oTaeneHne Kapguo3aHOAOKPUHOMIOIMN 06/1acTHOM
[EeTCKOWM KIMHUYECKOW 60nbHUUbLI (rnaBHbli Bpad C. A. MaTBeeHko), Yuta

B kAnHMYeckoi npakTuke Hambonbluve TPYAHOCTU ANs Anar-
HOCTUKM NPeACTaB/IAT NONNIHAOKPUHONATUN. 3 HUX HaumeHee
n3yyeHbl MOANIHAOKPUHHBbIE CUHAPOMbI, MPU KOTOPbIX MNEepBUYHO
HapyLialTcs (PYHKLMN cpasy HECKONbKUX nepudeprnyecknx xenes
BHYTpPeHHel cekpeumn. OCHOBHOW NPUYMHOWN Tako naTosornm sie-
NATCA ayTOMMMYHHble nopaxeHus [5, 6].

B HacTosilee BpemMsi Ha OCHOBaHUWN K/IVHUYECKUX U MMMYHOre-
HeTUYeCKMX OCOBEHHOCTEN BbIAENAT ayTOMMMYHHbIE NOAUraHay-
NsApHble cMHAPOMbI 1-ro n 2-ro Tunoe (AMNC-1 un AMC-2). Psag as-
TopoB paccmarpusatoT u AINC 3-ro Tuna, oAHako BblAesieHne 3Toro
CYHAPOMa Kak CaMOCTOSATe/IbHOro npusHaeTcs He Bcemu [4].

AlC-1 (APECED — Autoimmune polyehdocrinopathy-candi-
diasis-ectodermal-dystropty, MEDAC — Multiple Endocrine Defi-
ciency Autoimmune Candidiasis, kaHANAOMNONNIHAOKPUHHBIA CUH-
ApoM) — pejkoe 3aboneBaHue C ayTOCOMHO-PeLecCUBHbLIM TUMOM
HacnefoBaHva Wan (pexe) BCTpevatoleecs cropagnyecku, Ans Ko-
TOPOro xapakTepHa Knaccuyeckas Tpuaga: nepBuyHasi XpoHuueckas
HaAnovyeyHMKoBasi HeAoCTaTOUYHOCTb, rMnonaparupeos, CAN3UCTo-
KOXHbI KaHango3. Knaccuueckoil Tpuage MOryT COnyTCTBOBaTb
nepBuYHbIE MOPAXEHUs APYITMX 3HAOKPUHHBLIX Xesne3 (rnrnoroHa-
OU3M, pexe rnoTupeos, MHCY/IMH3aBUCUMbIV caxapHblii agnaber), a
TaKke He3aHAOKPVHHbIE 3a60s1eBaHnsa (NepHULMO3HAsA aHemMus, BU-
Tunuro, anoneuna v ap.) [4].

ATIC-1 6bin onucaH E. Thorpe B 1929 r. [3], J. Whitakcr u coasT.
B 1956 r. [7]. 3aboneBaHne yalle NPosBMSETCA B AETCKOM Bo3pacTe.
KnuHunuyeckas kaptuHa AlC-1 cknafgplBaeTca U3 CUMMITOMAaTUKU
COCTaB/IAOLWMX ero CUHAPOMOB |2|. B 3apyb6exHoi nutepatype onu-
caHve JaHHOro CMHApOMa BCTpeyaeTcs [OBOJIbHO peako. B oTevecT-
BEHHOW nuTepaType Mbl Hawn eguHUYHOEe coobllieHne o6 AMC-1 y
pebeHka 10 net, npusejLlee K netasibHOMy ucxogy |11.

PepkocTb 3a6o0/1eBaHust, C/IOXKHOCTb AMArHOCTUKM W nopbopa
aflekBaTHO Tepanuu SBWIUCbL OCHOBAHWEM A1 Ony6/nKoBaHusA
noAo6HOro KJIMHNYECKOro HabnAeHus AaHHOro cuHgpoma y pe-
6eHka 10 net (1988 rofa poXxaeHusi), HaxXo4sALLerocs nog HalmMm Ha-
onwogeHvem ¢ 1997 r.

PaHHWIF aHaMHe3 60NbHON He oTaroweH. PebeHok oT 1-ii 6epe-
MEHHOCTU, NpoTeKasLLel 6e3 0CO6GEeHHOCTEN, NepBbIX POAOB B CPOK,
ofHa n3 ABOMHW. Macca Tena npu poxgeHun 1800 r, gnvHa 41 cwm.
BTopoli pebeHoK, poautenn n 6avxainlive poacTBEHHVKN 340PO0BbI.

BonbHaa fo 5 net passuBasiacb 6e3 ocobeHHocTeln. V3 nepeHe-
CeHHbIX 3aboneBaHuii: KpacHyxa B 7 Mec, yactble OPBW. B Bo3pacTe
5 NeT — rHOMHbIA MEHUHITMT MEHUHIOKOKKOBOW aTnonorun. Torga
Xe ANarHoCcTMpPOBaHO KaHAWOO03HOe MNopakeHue HOITeBbIX MacTu-
HOK | nanbLeB 0beux kucteii. Yepes 6 mec maHudecTnposasn cyao-
POXHbIA cnHapoMm. [pu o6cnenoBanum B TOT nepuog (D3I, KOM-
nbloTepHas Tomorpaduss mMosra) opraHMyeckon natosiornnM He Bbl-
ABneHo. bonbHas Habnoganacb HEBPONATO/IONOM C ANArHO30M: Mo-
CNeAcTBUA NEepeHeceHHon HelponHACKUMK; 3anuaenTUgopmHbIi
cuHgpomMm. OT NPOTUBOCYAOPOXHOW Tepanun CTOMKOro addpekra He
noslydeHo. YxyguleHve COCTOSHWSA € 8 fleT: MOoSABWINUCL U nporpec-
CMpOBa/IN CNaboCTb, CHWXKEHVE anneTuTa, rmnepnurmeHTaumsa Kox-
HbIX MOKPOBOB, NOTEPS Macchl Tena. Y4acTUINChb CYyOPOXHbIE Mpu-
nagku. MNMpucoegnHUNNCL HapyLLIeHUsi CO CTOPOHbI XXeyA04HO-KN-
LIeYyHOro TpakTa: yactas pBOTa, yepefoBaHve Auapen 1 3anopos,
6071 B XuBOTE. [JBax bl CTaLMOHapHO fleunnack B MH(PEKLMOHHOM
60/1bHMLE C ANArHO30M: 9HTEPOKOINT HCYTOYHEHHOW 3TUoI0rmu.

B Bo3pacTe 9 net 60/bHasA NOCTynuaa B HeBpoOJlIorMyeckoe oTae-
neHve 06N1acTHON AETCKOW K/TMHNYECKOM 60NbHMLbI MO YPreHTHbIM
nokasaHusiM C K/IMHUKOM KIOHUKO-TOHUYECKUX CY[AO0pOr, HEeYyKpo-

TUMOI pBOTHI. B nepuog o6cnefoBaHUst KOHCY/IbTUPOBaHa 3HAOK-
puHONorom. B Havane HabnwaeHUs NauueHTKU Mmena MecTo crie-
aylulas KavHMYeckast KapTuHa: BblpakeHHas aguHamus; anatus;
o6Lwas cnabocTb BNAOTb O HEBO3MOXHOCTM CaMOCTOATENIbHO nepe-
[BUraTbCs; aHOPEKCUS; UCTOLLLEeHMe A0 CTagun Kaxekcun. BpoH3o-
Bblli KOTOPUT KOXU C rMnepnurMmeHTaumern ecTecCTBEHHbIX CKIafokK,
MUKpoTpasM. 3anaslune rnasHble 9610kn. CnabononoXnTC/bHbIM
cuMnTom XBOCTeka, 60/ie3HEeHHble TOHUYEeCKMe CyAoporv MblILLL,
KOHeYHoCTel. ApTepuasnibHast rMNOTOHWUSA, MPUIYLLIEHHOCTb TOHOB
cepaua. KaHamaos HOrreBbIX NAACTUHOK | nanbueB 060MX KUCTEN.
HeycToiumBoCTb CTyna, abAoMuHanbHble 6011 HEeYeTKol foKan-
3aumun. MNpu napakivHMyeckoM obcnefoBaHUN: CTOMKas rmnokasib-
umemunsa (1,7—1,8 mmons/n), runepcocdaremus (1,9—2 mmons/n).
Mnepkanvemua (6 mmonb/n) u runoHatpyemmsa (HO mmonb/n)
TO/IbKO BO Bpemsi Kpu3a. CK/IOHHOCTb K CryLeHuto kposu (Ht 40%).
CHWXeHbl 6a3anbHblii ypoBeHb kopTusona (0,5 Hr/an) v nokasarenu
K1eTOYHOro nMmyHuTeTa. SKIM-npusHaky runokasnbumemmmn (CToun-
Koe yasimHeHne unHTepsania Q-T).C NOMOLLbI KOMMbIOTEPHOW TO-
Morpadun mosra BbisiBNieHbl 06bI3BECTBIEHUSA B 061aCTW 6a3asibHbIX
anep W NO6HbIX Aonei.

BblleonucaHHoe Mo3BOAWAO 3anofo3puTb U ANarHoCTMpPOoBaTb
y 60nbHOi AlC-1. CocTosiHMe 60/1bHOI 6bl10 KOMMEHCUPOBAHO
Ha3HayeHVeM 3aMecTUTEeNIbHOW Tepanun B cocTaBe rFOKOKOPTUKON-
noB (npegHu3onoH 0,0075 r/cyT), MUHEpPanoKopTUKOMAO0B (KOPTU-
Hed 0,000025 r/cyT), npenapaToB kanbuus, BuTammHa D3. MNpose-
[EeH Kypc NpOTMBOrpUGKOBON U MMMYHOMOAYMPYIOLLEl Tepanuu.

B katamHe3e oTmeyasic NMoCcTeneHHbl perpecc psga naTosioru-
Yeckux CMMNTOMOB lcuyesna rmnepnurMeHTaumsa KoXu, BOCCTaHo-
BUNNCL Macca Tena u uanyeckas akTMBHOCTb, HOpMasM3oBanChb
anneTmT M 3MOUMOHasIbHbIM TOHYC. KynnpoBasncb CyAOPOXHble
npuctynbl. HopmanuzoBanncb OYHKUUN CepAeyHO-CoCcyancTon
CUCTEMbI, XenyaoyHo-KMweyHoro Tpakta. C 1999 r. obyyaeTtcs B
06LLe06pasoBaTesibHON LUKONe.

B 3aknoyeHne Heob6xoAnMO NOAYEPKHYTb BaXKHOCTb KOMI/1EKC-
HOro o6c¢cnefoBaHns 60/bHbIX C CYA0POXHbIMU NAapoKCM3Mamn B Co-
yeTaHun ¢ abA0MUHAIbHBIM U KapAMOBaCKY/ISAPHbIM CUHAPOMAaMU C
ncecnefoBaHneM 311eKTPOIMTHOrO obmeHa, ropMOHasIbHOro cTartyca,
npuBfeYeHNEM CneLnanncToB-aHAOKPUHOMNOIOB, Tak Kak psag no-
NIN3HAOKPUHONATUIA MOXeT npoTekaTb Moj Mackol HeBposoruye-
CKOli 1 comaTu4eckoli naTonoruu.
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